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YBakaemble Koaneru,

LaHHbIil HOMEp NPUYPOUEH K YETHIPEXNETHIO OTKPLITUSA
(®epepanbHOro Hay4YHO-KJIMHUYECKOro LeHTpa AeTCKOM
remMaTonoruu, OHKONOTMU U UMMYHONOTUN UMEeHU [MUTpUA ¢
Porauésa (®PHKL, ATOU um. Omutpus Porauésa). r

OHKL, ITOV — coBpemeHHOE, yHUKaNbHOE U KpynHeiiwee B EBpone cneunannampoBaHHoe
Hay4YHO-UCCNEe0BATENbCKOE 1 NleyebHOe yupexaeHue, KOTOpPoe BefieT CBOI0 UCTOPHIO

¢ 1991 roga. OCHOBHbIMK HanpaBneHusMu paboTbl LieHTpa sBnsOTCA co3aaHue u BHepeHue
COBPEMEHHBIX MPOTOKOOB U TEXHONOTUI IeYEeHNS 3/10KaYeCTBEHHbIX 3a001€BaHNI KPOBU

1 IMMBOUAHON TKAHU, CONUAHBIX OMYyXO0Neid, HACNeACTBEHHbIX 1 NPUOBPETEHHbIX 3a601eBaHUi
KPOBW U TAXENbIX UMMYHHBIX PaCCTPONUCTB Yy feTel. ITO OAMH U3 CaMbIX KPYMHbIX MUPOBbIX
LIeHTPOB N0 NPOBEAEHMI0 TPAHCMNAHTALLMM FeMONO3TUYECKUX CTBOMOBbIX KNETOK Y AeTel,
eXerogHo 3pecb npoBoaat 180—200 TpaHcnnaHTaumi, 66nbmy|o 4acTb U3 KOTOPbIX
COCTaBNAT ANNOreHHbIE OT POACTBEHHbIX U HEPOACTBEHHbIX JOHOPOB. B AaHHOM Bbinycke

Mbl NpefcTaBnseM nybanKaumuu, 4eMOHCTPUPYIOLLME Pa3HOCTOPOHHIOW AesTensHocTb LleHTpa.

B nepsoit cTatbe HOMepa npefcTasieH 0630p COBPEMEHHbIX MPUHLMUNOB MYLTULEHTPOBbLIX
uccnenosaHnii B meguumnre. CerogHsa 6e3 oKasarenbHON MefuLMHbI, Ybeil 0CHOBOA

1 ABNAIOTCA MYNbTULLEHTPOBbIE NCCNEA0BAHMA, HEBO3MOXHO NPefCTaBUTb pa3BUTHE
1CCNenoBaTeNbCKON MbICIU B MEAULMHCKOW Hayke. OQHON N3 KPUTUYECKM 3HAYUMBbIX
npoGneM, BAUAIOWMX HA Pe3yNbTaThl IeYeHUs [eTeil C reMaToaornyeckumm

1 OHKOJIOTMYECKUMU 33001eBaHUAMU, ABAAIOTCA NPODUNIAKTUKA U edeHUe UHPEKLUOHHbIX
OC/IOXKHEHMWIA; B HOMepe NpeAcTaBieHa YHUKaNbHAA CTaTbsA, NOCBALEHHas OpraHu3aLmm
paboTbl cnyx6bl MHAEKLMOHHOTO KOHTPONS.

OcobeHHoCTbio paboThl LieHTpa ABASETCA MYABTUAMCLUNINHAPHDIA NOAXOL B TEYEHUN

AeTeil CO 3/10KaYeCTBEHHbIMM 3a60/1€BAHMAMMU, NO3TOMY MHOTUE U3 CTATe NPEACTABASAIOT
co60# Hay4Hble TpyAbl TPy YYeHbIX U Bpauen pasinyHbix CneLnansHocTel — [eTCKUx
remarosioros-oHKO0TOB, XMPYProB, CNeLUanucToB hyHKLUMOHANbHON AUArHOCTUKY

M MHOTUX ApYrux. B xypHane ony6n1KoBaHbl Kak OpUTMHaNbHbIE, TaK U 0630pHbIE CTaTbU.
Mbl HageeMcs, 4To MaTepuabl GyayT nonesHbl B paboTe Bpayei pasnnuyHbiX CeumansHoCTe.

HepaspbisHo ¢ @HKL, ATOU cBazaHo HauyuoHanbHoe 06WecTBo AETCKUX reMatonoros

u oHkonoros (HOAIO) — obuiecTBeHHas OpraHuU3aLms, CO34aHHAA N0 MHULMATUBE BEAYLINX
cneyunanuctos PHKLL. Mbl 06beauHuAKCE, 4To6LI ChopMUpPOBaTL NpodeccuoHanbHoe
coobuecTso, KOTopoe OypeT nomorarb ¥ Bpayam, 1 nauyuentam. CerogHs uneHamu HOAO
ABAAOTCA 650 CNeuManncToB npakTUyeckn u3 scex pernorHos P®. HOAMO —

uneH HaunoHanbHoit mepuumHckoit nanatsl PO u Cotoza neguatpos Poccuu. [leatensHocTb
06uiecTBa 0CHOBbIBAETCA Ha Tpaauuusx v onbite PHKL, AFOW. Lesus HOLATO «06wwue ycunus
BO G/1aro ferei!» co3ByyeH OCHOBHbIM NpuHUMnam 1 uensm LieHtpa. BHegpeHue eanHbix
CTaHAAPTOB JIEYEHUs U YXO[A 33 [eTbMU 3aJI0XKEHO B Liefib 06pa3oBaTesibHOM NPorpammbl,

B pamkax Kkotopoii Begywue cneuuanuctsl @HKL, ATOW npuesxatot B pervoHsl PO unu
[OKTOPA M3 PEeruoHanbHbiX LEHTPOB HAa BpeMs CTAHOBATCS YNeHaMM KOMaH/bl Bpayen

OHKL Aron.

B 2015 ropy coctoutca yxe VI MexpernoHansHoe cosewanne HOATO. B Hem npumyT
yyactue 6onee 500 generatos. bosbwoe cobbiTre xaet Hac B 2016 roay: LieHtp u O6wectso
3aCNYXUAN NOYETHOE NPaBo Ha NpoBeAeHNe MexayHapoAHOro KoHrpecca A3narTckoro
obuecTBa AeTckoi oHKonoruu (25-28 mas 2016 r., r. Mocksa).
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| INTERVIEW

«lemarosnorua npuBJieKsa MeHs
CBOEMN VAUBUTENIbHON NNIOTUYHOCTbIO»

Camo4yamosa Enena BnadumuposHa — 0dokmop medu-
YUHCKUX HAYK, 3acny)eHHbll 8pay Poccuu, npogeccop,
3a8edyouias omoenoM KAUHUYeCKUX UCCNe008aHUll
®edepansHo20 HAYYHO-KNUHUYECKO20 UeHmpa dem-

CKOl 2eMamosno2uu, OHKOM02UU U UMMYHOMI02UU UMEHU
Amumpus Pozayésa, 2nasHbili pedakmop KypHana

«OHKO2emamono2usa»

— Enena BnagumupoBHa, Bbl no o6pa-
30BaHUI0 Bpay-neauatp. B oHkoremaro-
NOrvI0 NPULLIAKN YiKe 3penbiM BPayvyoM,
MMes onpefeneHHbI ONbIT B NeAnUaTpun.
Moyemy Bbi pewunu cratb OHKOremaro-
norom?

— [lemartonorus MHe HpaBunach elie B
VHCTUTYTE, MOTOMY YTO YCTPOMCTBO CUCTEMbI
reMono33sa W MpoLecchl, KOTOpble MPOKUCXO-
AAT B Hell, yANBUTENbHO NOTWYHBI. [TaToreHes
paxuTa, HanpuMmep, MHe HWUKaK He JaBancs:
A He BUAeNa TaM NOrnKy.

OKOHYMB WHCTUTYT, A nowna paborarb
Y4YacTKoBbIM nepnatpom B [lponetapckom
paiioHe MocKBbI, Kyfa MeHA pacnpeaenuau,
W YyecTHO npopaboTana Tam fABa rofa, a B
1965 rogy noctynuna B opaMHaTypy Ha 6ase
Mopo30BCKOil AeTCKOi 60NbHULbI.

CamMblM MHTEPECHBIM U TPYAHbIM B 60Jb-
HULe ObiO YeTbipHAALATOe remaronorunye-
CKOe oTfieNleHne, nepef KOTOPLIM [pOXany
BCE OPAMHATOPbl, — B HEM HAXo[UIUChb
TAXKENbIE U HEMOHATHbIE 6ONbHblE Neliko3a-
MW W APYTUMW CNOXHBIMU 3360NeBaHUAMM.
B oTaenennn 6bin 3ameuvarenbHblii Konnek-
TUB, @ CTPYKTYypa paboTbl 0TAUYaNach oT Tpa-
LMUMOHHOI — Hanpumep, B cy660Ty 1 BOC-
KpeceHbe O0NbHbIX MO OTNYCKATh JOMOW.
MeHs He cpasy Tyaa B3snu, W TPYAHOCTH,
CBA3aHHbIE C paboToil, 3acTaBUAM MOHATH,
4TO MHEe HPaBUTCA 3TO HanpasieHue.

Mpu kadeppe neanaTpum Homep OAMH
Broporo MocKkoBCKOro rocynapcTtBeHHOro
MeANUMHCKOro UHCTUTYTa umenn H. W. Mu-
poroBa, KOTOpOM 3aBejoBana npodeccop
Hatanbs CepreeBHa Kucnsk, 6bina oTKpbI-
Ta Hay4yHas nabopatopus [JeTCKOW rema-
Tonoruu, rhe s W otpaboTtana fecATb JeT
MNagWnM Hay4YHbIM COTPYAHUKOM. n Torga
Xe BcTpeTuna AnekcaHapa [puropbesuya
PymaHueBa, C KOTOpbIM MO3Xe Havyanacb
Hala COBMECTHAA JeATeNbHOCTb.

B 370 Bpems cTanu 6ypHO pa3BuBaThCA
1CCNeAoBaHUs reMono3TMYeCcKOn N UMMyH-

HOW CUCTEM, YTO HeMe[JIEHHO OTpa3uaoCh
M Ha MOHWMAHWUM OCHOB OHKOreMaToNoruu.
Bapyr BbIACHUNOCH, 4TO IMMBOUUTEI — 3TO
He MaNoWHTEepecHble KIeTKW, a BU3UTHAA
KapTO4YKa UMMYHHOMN CUCTEMbI: B UX COCTaBe
HaxoAATCA U CTBOJIOBbIE KJETKM remonos-
33, U QYHKLMOHANbLHO pa3HOHanpaBieHHble
VYACTHUKM UMMYHONOTUYECKUX peaKLni,
perynaTtopHbelX M 3awWwuTHbiX. M3meHunocb
noHMMaHWe numbonponudepaTMBHbIx 3360-
neBaHnit. Bce 310 GbINO CNOXKHO M OYeHb
MHTEPeCcHO, HOBaLMW MPOXOAWUAM yepe3
Hawy nabopatoputo, aKTUBHO 06CYKAANNC,
NPUXOAUIOCH MHOTO YMTaTb, B OCHOBHOM
3apy6exHyIo NUTepaTypy, ¥ TOraa MHE 0YeHb
NPUrOANNOCH 3HAHUE AHTIUIICKOTO.

MpumepHo ¢ 1970-ro roga s 6bina B nabo-
patopuu TO CTaplWwuM, TO MAAAWWUM Hayy-
HbIM PabOTHUKOM, TO N1aGOPAHTOM, NOCKOJIbKY
4acTo ye3xana, Ho BCe-Taku 3aluUTUAA KaH-
AMAATCKyIo auccepTaumio. B 3to Bpems Anek-
caHgp TpuropbeBuy yenekcs npobaemamu
3HaYeHUs UMMyHUTETA B remaTtosnoruu, 3aiu-
TUN KaHOMAATCKYI0 U [OKTOPCKYI puccep-
Tauuu 1 ywen 3aBefoBatb Kadeppoi nonu-
KNMHUYeckoii nepmatpuu Broporo MOJITMU
umenn H. W. Muporosa, a mMeHA oTnpaBun
3aHMMaTbCs rematonoruein B Poccuiickoi
JETCKOI KNUHMYeCKoi 6onbHuLe.

Tam Haxopunocb Torga TONbLKO OTAene-
HUE OHKOIOrMW, U GbIN0 HEMOHATHO, Kyaa
HanpaBiATb MALWEHTOB C OCTPbIMU JeiiKo-
3aMn 1 NuMEGOMaMmn, KOTOpble COCTABAAIOT
GOMbWMHCTBO CNYYaeB [ETCKUX Onyxonei.
AnekcaHgp puropbeBny, 8 1 BOe MOAOABIX
Bpayein — Anekceit Anekcangposuy MacyaH
u Oner Uropesny KpbixaHOBCKMUI — 3aHU-
Manucb AWArHOCTUKOM (A cuyuTana mueno-
rpamMMbl, Hanpumep), onpeaensnu TaKTUKY
NleYeHNs U caMu ero NpoBOAMAU. Toraa Mbl
HUYero He 6OANNUCH, HABEPHOE, MOTOMY, YTO
elle oyeHb Mano 3Hanu. [loToMm npuwnu
W Opyrue COTPYAHMKM, 0BGpa3oBanach Cnas-
Has KOMaHAa 3HTY3MaCTOB-TEMATONOrOB.

He Bce octanucb B 3TOW cneLuanbHOCTH,
HO Ka)[blil BHEC CBOW BKJaj B ee CTAHOB-
NleHne. A nepsble MOM COPATHUKU 3aHANM
B Heil Befyliue No3nLmUu.

MpoucxoauBlias B CTpaHe nepecTpoiika
NOBAUANA HA MHOTUE CTOPOHBI XWU3HHU, A AN
pa3BUTMA OTeYeCTBEHHOW OHKOrematoso-
TMW 3TO BbINO 30/10TOE BpPEMS, MOTOMY YTO
TOrAa Mbl MOAOLWAN K MOHUMAHUIO TOTO, YTO
MMEHHO HYXHO [ienatb, Befib 33 pybexom
Ve BblneunBanu 50% 6OMbHLIX C [ETCKUMM
neiiko3amu, a y Hac Bcero 5-7%, u Te cny-
Yau ONUCbHIBANNCH KaK BeNKNE JOCTUKEHUS.
Ho Korpa «kenesHblit 3aHaBec» 1cyes, BApYr
CTaJI0 MOXHO BCE — YWTATb, CAYLATh, Y4UTb-
cs 33 py6exom! A. T. Pymsanues B 1990 rogy
cobpan B TynbCKoOl 0671aCTU OKONO TPexcoT
LETCKUX reMaTosIoroB 1 OHKONOTOB TOrAA elle
CoBeTckoro Coto3a, 6bi1a NpoBeAeHa Mexay-
HapojHas WKoNa, U 3T0 CoObITUE UMENO yau-
BUTE/NIbHblE Pe3yNbTaTbl: Hayanocb BHeApe-
HUe MeXAYHapOoAHbIX MPOTOKONOB NeYeHUs
peteii, 6onbHbIX reMobaacTo3amu, B NpaKTu-
Ky 0TeYeCTBEHHOTO 3[paBOOXPaHEHNS.

K Ham cTtanu npuesxarb Bblfatowmnecs
yuntens npoceccumn u3 fepmannu, ®paHumm,
Actpuy, CLLIA — oHM cTapanucb Hay4uTb
Hac OCHOBAM OpraHu3aLun CUCTEMbl MOMOLLY
GONbHLIM C OHKOrematosornyeckumu 3a6o-
JIeBaHUAMY, NepefaTb COBPeMeHHylo WHbop-
MaLMio O MporpamMmax VCMewHoro nevyeHus.
B cTpaHy npucbinanu obopygoBaHue pns
OTAEeNEeHUI 1 NabopaTopuit, NoMoranu npena-
patamu, cTanu NpUHUMaTh POCCUINCKNX Bpayeit
W COTPYAHUKOB NlabopaTtopuii Ha 0byyeHue.

OyeHb MHOrO Bpayel noexano y4uTbCa B
MioHcTep, bepnuH, gpyrue ropoga lepmanuy,
B Mapux n boctoH. Al Gbina ogHoOM U3 nep-
Bbix: B 1990 rogy mecay xuna B MioHcTepe
y npodeccopa loHTepa LWennoHra, pyko-
BOAMTENS OTAENEHWA rematonoruu/oHKo-
norun YHusepcuteTa MioHCTepa, KOTOpbIi
cneunanbHoO s MeHs, He 3Haloleil Hemel-
KOro, npoBoAun 00CYyXAeHUs 6ONbHbIX Ha
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aHMmuniickom fA3bike. Tam A ocBowuna npose-
LeHue neyebHbIX NpoTOKoNoB rpynnsl bOM
(bepnuH, ®paHkdypT, MioHCTep) v npuses-
na unx B Poccuio. [lo cux nop 3ToT «3010-
TOV CTAHAAPT» B NleYeHUN AETCKUX NUMEOM
MCMONb3yeTcs B PAfE POCCUNCKUX AETCKUX
GONbHUL, C HEMNOXMMU Pe3ynbTaTamMu.
Xopolune KOHTaKTbl CO MHOTUMU HeMeL-
KUMU KTMHUKaMU U € npodeccopamu TMYHO
OCTaIUCh A0 CUX NOP, OHU C HaMK obLatoTCS,
yyat u nomoratot. B CLUIA octancs KoHTakT
¢ boctoHom 1 Memducom, rae pacnonoxeH
nereHaapHblil rocnutans Ceatoro Wyabl —
OfHa M3 NYYLWIMX CeLuuanu3npoBaHHbIX K-
HUK. OH B0 CKx Nop CylecTByeT BO MHOMOM
6narofaps NoxepTBOBAHUAM U W3BECTEH BO
BceM mupe. B 1989 rogy 6b10 co3aaHo
obuectBo «lematonoru mupa — pJeTamy,
KOTOpOE CyLLecTBOBaAO NOJ BbICOKMM NaTpo-
HaXXeM W CAenano Hemano Xopowwux pen.
Korga no nuHuu 3Toro o6uiectsa k Ham npu-
cnanu Bpayeit u3 rocnutana Ceatoro Myasl,
Mbl MOMPOCUAN O BO3MOXKHOCTM 0OyYaTh B
HeM Halwmx Bpayeii. B aTom rocnutane mHoro
CMeLnanucToB M3 pasHbIX CTpaH, OHM pabo-
TalT C NOHUMAHWEM TOro, YTO, HECMOTPSA Ha
BCE Npob6seMbl, MaBHOE B Halwei npodec-
cMn — nomoyb 6osbHOMY pebeHky, Tam UM
JalT BO3MOXHOCTb Y4MTbCA W paboTats.
Beina Torpa M «pycckas» nporpamma, Koto-
poii 5 3aHMManack, TamM NobbIBaNU Ha CTaXM-
poBkax (6ecnnatHo!) noytu 70 Bpayeii u cne-
LlManncToB-oHKoremaronoros n3 Poccuu.

— Bbl pocnu Bo BpaueGHON cembe,
rae HeCKoJIbKo MOKONeHMii cnyxunm 6na-
ropoAHON MeAULMHCKON npodeccumn, —
pacckaxure 06 3ToM, noxanyicra.

— Mo# pepywka, KpecTbfHWH NO Npo-
UCXOXAEHUIO, CTal 3eMCKUM cenbalepom
1 Obll HACTONBKO XOpOLW, YTO 3eMCTBO 3a
CBOW [ileHbr¥ OTMPABUIO €ro CbiH3, MOero
0TUa, YYUTbCA B JIy4LIYIO MOCKOBCKYIO FMM-
Hasuto. Mana ctan Bpayom-thTU3MaTpom —
BefAb Toraa Tybepkynes Gbil UCTUHHO COLU-
anbHbIM 310M. Moit oTel pabotan dhTusma-
TPOM B U3BeCTHOII 6onbHuLe B COKONbHUKAX,
roe neyunu Toraa KOCTHbIN Tybepkynes.
B Hauane BOWHbBI OH BblBE3 BCEX CBOWX
nauueHToB (a 3T0 GbINK Nexayne 6osbHbIE,
Taxeneiwue!) B Nepmckyto 06nacTe U nNpu-
Be3 BCEX XWBbIMM 06paTHO B 1944 ropy.
Monyuynn 3BaHWe 3acnyxeHHOro Bpaya
n opaeH JleHnHa. Ero npumep Ha MeHs
u nosnuan, otel rosopun: «[lenait csoe
Leno u He 6oics, ecnu Tbl MOXKEWb — Thl
Jo/xeH». Mama Toxe Obina ¢TM3MaTpom,
y Hee cBoa uctopua. Bca mos petckas
XW3Hb MpOLNA MOA 3HAKOM NpefHa3Haye-
HUA MeLULMHCKON npodeccuu.

— Bbl noapo6HO pacckasanu 06 3Ta-
nax CTaHOBJIEHUA OHKOreMmarosoruu

B TOM, YTO KacaeTca nepeAoBoro ee Kpas.
OpHaKo oyeBMAHO, 4TO0 B 70-€ rogbl BHe
nepepoBbIX LEHTPOB HUKAKOW remarosno-
rudeckom cny6ol He 6bn0...

— Bbl yauBuTech, HO cnyx6a-To Obina.
MlepBbiM CaMOCTOATENbHBIM TeMaTonornye-
CKUM oTaeneHnem B Mockse 6bin0 YeThbl-
pHaguatoe otaeneHue  Mopo3oBcKoii
GoNbHMLbI, OfHAKO B pa3HbiX ropoaax
UMENNChb He TONbKO €eAMHUYHbIE KOMKM,
HO faxe OTAeneHus W OblAU Hennoxue
Bpaun. Cneuunanu3upoBaHHble OTLENEHUA
CylWecTBOBaNM TOTAA B OHKOAWUCMAHCEpaX.
B obnactHbix GonbHMLAX 6biAKM remarono-
rMyeckue oTaeneHus, Begb 3Ta 06/1acTb
MeAuLMHbl BKNKOYaeT B cebs W pasinyHble
BPOXXAEHHbIE NaTONOrMKU, aHEMUU, TPOM-
GOLUTONEHNUM, TAK YTO TeMaTosoOrMyecKux
60NbHbIX ObIIO 0YEHb MHOTO.

C co3panuem NHcTuTyTa AeTCKol remaro-
norumn B 1991 rogy (B coctaBe BOCbMU Yeso-
Bek Bo rmase c A. I. PymsaHueBbIM) nosBu-
Nlacb BO3MOXHOCTb Y4YUTb Bpauyeil, rOTOBUTb
CpeAHuit MepnepcoHan. bbinn opraHusosa-
Hbl 0byuyaloliMe Bble3fibl B PErvMoHbl, Halu
COTPYAHMUKM 0ObExanu BCK CTpaHy: uuTa-
AU NeKuuW, NPOBOLUAM CEMUHAPLI U KOH-
CynbTalumn, BCTPEYanucCb C PYKOBOACTBOM
34PaBOOXPAHEHUs, C POAUTENAMU GONbHbIX.
OpraHn30BbIBaAUCb LEHTPLl, TAe Bpayel
Hennoxo yuunu. bbino cosgaHo coobilectso
JIETCKMX remMaTosioroBs, W Cenyac OHO BKNIO-
YaeT He TONbKO remaTtoNioroB, OHKONOrOB
M MMMYHOJIOTOB, HO M CMeLWanucTos nabo-
paTopuit, npeAcTaBUTENel TEXHUYECKUX
LUCLUMMINH U XMPYPrOB.

MoHagobunocb noytu pABaauaTte ner,
yToObl B CTPaHe NOABUACA COBPEMEHHbI
OepepanbHblil HAYYHO-KIMHUYECKUI LEHTP
LETCKOW remMaToNoruu, OHKONOrUU U NMMy-
Honoruu, rae s ceityac pabotaw. U Tenepsb
BO MHOMMX ropofax B KAMHMKax MMeKTCs
BO3MOXHOCTM XOPOLIO JIeYUTb JieTell ¢ pas-
HbIMU GonesHsMM u3 061acTM remaroso-
rMK U OHKonoruu. B cospaHum coobuiectsa
€AVNHOMBILNEHHUKOB OYeHb BAXHYI pofb
Cbirpany Te, KTO CTOSAN B Hayane 3TOro nyTy.
M MHOrMe M3 HUX NPOLOMKAIT AKTUBHO
yyacTBoBaTh B 3T0M pabore.

— B uyem 3akn04alOTCA NEePCNeKTUBbI
HanpasneHua?

— B npownom Beke 6bin coBeplieH
NpopbIB B Pa3BUTUW Halel obnactu: Gbiam
OTKPBITbI CEKpeTbl natoreHesa psaa Neiko-
30B 4 OMyxofeil, NOABUAUCHL LieneHanpas-
JIEHHO AelCTBYIOWME TapreTHbIe npenaparbl,
OblM co3aaHbl 3PdEKTUBHBIE MPOrpaMMbl
fleyeHns MHorux bonesHeit. Koxew npouwso-
ro Beka 03HaMeHOBAJIICA MHOTUMU 3aMmeya-
TENbHbIMU COOLITUAMM, PACKpPLITUEM NaTore-
HETUYECKOro 3HaYeHUsA reHeTUYeCKnx nepe-
cTpoek. [fematonorus Bcerga 6bina Ha ocTpue

pasBUTUs, OHa NpUBesa reHeTuKy, 6e3 KoTo-
poit HeT oHKoNIOrMK, B MpakTuKy. be3 nabo-
paTopuu TeHETUKW He MOXEeT GblTb HAcTOA-
Wen cnyxbbl OHKoremaronoruu. BeisicHeHue
TOYHOI NpWYKMHbI 3aboneBaHus — 3anor
npaBUnbHOro neveHus. [latoreHeTnyeckas
Tepanus — 3TO TapreTHoe JieYeHne, u ero
He MOXeT ObITb 63 XOpolei AMarHOCTUKN.

Cefiyac MoABMAOCL OrpOMHOE KOJM-
4ecTBO TapreTHbIX MpenapaTtoB, KOTO-
pble BMeWWBAIOTCA B PEryiaLui0 KNeTok.
CeropHswWwHee BpeMA OHKOreMaTtonorun —
BPEMSA FeHeTUKM 1 MONEKYNAPHOI reHeTUKN.
[lna 3toro HeobxopMma AMarHocTUYeckas
6a3a, TpebyloTcs NekapcTBa W TaK Aanee,
HO Mpexfe BCero HyXHbl XOPOLWO MOAro-
TOB/IEHHbIE CMELWannCTsl — Bpayu, Guono-
W, MeQUUMHCKME TeHeTUKN. [loMmKHbI ObiTb
co3faHbl 06pa3oBaTesibHbIE MpOrpamMmbl
C BK/IIOYEHMEM TaKUX KYPCOB — He TONbKO
Ha YHMBEPCUTETCKOM YPOBHe, HO W B Me-
OMUMHCKMX WHCTUTYTax. bypywwme mepuku
AOMIKHBI CAENATb 3Ty MH(OPMALNIO KCBOEY,
Hay4YnUTbCA NOHUMATbL MYOGUHHbIE NPOBAEMDI,
CBA3aHHblE C MEPeCcTPOKOi reHOB, MOoNeKy-
NAPHBIMW NpoLeccamu.

BTropoii MOMeHT: B Halwei cneuuans-
HOCTM AWArHo3 MOXHO WHOTAA MOCTaBUTH
no MpaBUAbHOMY aHanu3y KNeToK KpOBM,
HO TOYHAs [MarHocTMka oObIYHO Tpebyer
Cepbe3HbIX UCCNefj0BaHMIA, U OHa Aoporas.
Bpaun ponmkHbI 3HaTb, KyAA W KaK HanpaBuUTb
nawueHTa, YToObl 3TOT NpoLeCC NpoLen npa-
BMJIbHO W ObICTPO A5 KOHKPETHOrO 60J1bHO-
ro. Yacto Bce Gefbl C TOTO M HauMHaloTCA,
YTO HMKTO He OTBEYAET 3a 3TO NO-HacToALLe-
My OTBETCTBEHHO.

— UYto pna Bac camoe cnoxHoe
B Bawei npodeccun?

— Camoe cnoxHoe — oKa3aTbCa B TOWA
TOYKe, KOTAa MOHMMaellb, YTO He B cunax
nomMoyb 60NbHOMY, YTO, flaXe CAenaB BCe Ha
YPOBHE COBPEMEHHbIX 3HAaHWI U BO3MOX-
HOCTell, BblNEYNTb GONBHOMO HE MOXELb.
N 370 OfHO U3 CaMbIX CNOXHbIX peleHnin —
NPaBUAbHO MOHATb, YTO MPUXOAUT TaKOM
MOMEHT, KOTAa Haf0 NepeiTh Ha NanInMaTuB-
Hylo Tepanuto. YTobbl €ro MpUHATL, HYXHO
MHOTO 3HaTb, GbITb XOPOLKM CNELUANUCTOM,
3TO pelleHne AaeTcs HenpocTo, ero BCeraa
06CyKAAIOT KOHCUAMYMOM, B3ATb Ha Cebs
ponb 6ora B AaHHOM C/ly4ae O4YeHb TAXENO.

04eBMAHO, YTO Mbl PeanbHO CTaNKUBaEM-
CA CO CNY4YasAMKU CMEPTU CBOWX NaLWEHTOB.
370 TpyAHO. Ho Mbl yXKe MOXeM Bblie4nBaTh
MHOTUX BONMbHBIX C Mpexae CMepPTeNbHbIMU
3aboneBaHuAMU. VIMEHHO 3TO npuBnekaet
B Halueil CneLmanbHOCTU — Hay4yuTbCA npe-
0A0NeBaTb HEBO3MOXHOE.

Cneyuansto dns Dormop.Py
Kroppune I. 10.
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[pUHLMNbI N UHCTPYMEHTBI LOKA3aTeIbHOM
MeAULUHbI B eTCKOU remMaTonornu/oHKonoruu

A. T. Pymanues® 2, C. P. Bapdonomeesa?, H. C. lpaués?, A. U. KapauyHckuit?®, I. A. HoBuukoBa'
T @edepanbHeblli HayYHO-KAUHUYECKUL yeHmp 0emcKol 2eMamosio2uu, OHKOI02UU U UMMyHo02uu umeHu mumpus Pozayésa, 2. Mocksa
2 Pocculickull Hay4Ho-uccnedosamenbckull meduyuHckul yHusepcumem umeru H. Y. llupozosa, 2. Mocksa

HayuHo-knuuuyeckue uccneposanus (HKW) npeacrasnsior co6oit HayuHo 060CHOBaHHbIE IKCMEPUMEHTAsbHbIE KIMHUYECKUe UCCrefoBaHus
NeKapcTBeHHbIX CpeacTs (AOoKAMHMKA, I, IL, IIT u IV a3kl KnuHMYeCKoro nccnefoBaHns), X KOMOUHALMIA, NPOTOKONOB NeYeHus (napannenbHble
1 NepeKpecTHble CPaBHUTENbHbLIE MOCTMAPKETUHTOBLIE UCCNEA0BAHMUA), MONYNALUOHHbIE (UCCNE[0BAHUSA B ONpPEefeNeHHbIX TPynnax HaceneHus
CcTpaHbl, OKpyra, cybbekta Pefepauynn). Bo Bcex cnyyanx HaydHO-KAUMHUYECKUX UCCAE[0BAHUI UCMONb3YETCS KIMHUKO-3KCNepTHBIA CTaTUCTy-
YecKuit annapar, Tpebyowuii pa3paboTku NPOCNeKTUBHON 6a3bl LAHHbIX KOHKPETHOTO UCCeA0BAHUS, T. €. INeKTPOHHOro conpoBoxaeHus HKW.
B Teuenune nocnegHux 25 net B npaktuke HKW ucnonb3yetcs metaaHans — 0COObIA CTAaTUCTUYECKUIA NOAXOA, CUCTEMATU3INPYIOWMIA 06bean-
HEHWe He3aBUCUMbIX HayYHbIX UCCNEA0BAHMIA NS BbIABAEHUS PA3/IMUMNIi PE3yNbTaTOB, NONYYEHHbIX B OTAENbHbIX UCCNELOBAHMUAX, U/ UNU KO-
YeCTBEHHOI OLeHKMN BAUAHWA NCCNeayeMbIX ONLMIA Ha ONpefeNeHHbI UCXOA.

0630p cuctematnsunpyet Bce BapuaHTel HKW ans Bpayeit Bcex cneunanbHocTein Ha npumepe fETCKON reMaTonorni/oHKoNormu.

Kntoyessble cnosa: HayYHO-KNMHWUYECKWUe NCCNe,0BaHUA IeKapCTBEHHBIX CPefiCTB, MONYAALMOHHbIE KNTMHUYECKMEe UCCNe0BaHMUA, paHLoMU3aLus,
CTATUCTWKA, MeTaaHann3, JeTCKas reMaTonorus, LeTckas OHKONOrus.

Principles and Tools of Evidence-Based Medicine in Pediatric
Hematology/Oncology

A. G. Rumyantsev' 2, S. R. Varfolomeeva?, N. S. Grachyov?, A. I. Karatchunsky?, G. A. Novichkova'

* Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow
2 N. I. Pirogov Russian National Research Medical University, Moscow

Clinical-research studies are scientifically valid experimental clinical studies of medicinal products. They include studies of individual
medicinal products (pre-clinical and phase I, II, III and IV clinical studies), their combinations, and treatment protocols (parallel and cross-
over comparative postmarketing studies) and population-based studies (conducted in specific populations of a country or country's district
or territory). For all types of studies, experts use statistical methods and tools specific for clinical settings. This requires prospective data
collection to form study-specific databases, i.e. to provide electronic support for clinical-research studies.

Over the last 25 years, researchers conducting these studies have used metaanalysis, a special statistical approach that systemizes pooled
data from independent scientific studies to detect differences in the results of separate studies and/or to quantify the effects of the studied
options on a certain outcome.

This review is intended for physicians from various fields. It illustrates all types of clinical research studies, using the example of pediatric
hematology/oncology studies.

Keywords: clinical research studies of medicinal products, population-based clinical studies, randomization, statistics, metaanalysis, pediatric
oncology, pediatric hematology.

ay4YHO-KNMHWUYECKMe UCCNef0BaHUA NPeACTaBAfioT co6oi

OCHOBHOMN WHCTPYMEHT U3yyeHUs 3PEKTUBHOCTU HOBBIX

METO0B [MArHOCTUKMW, JNEYeHUs, MeauULMHCKON peabu-
AUTaLUKM U JPYruX MeAULMHCKUX BMelaTenbcTB, B TOM yucne
C NpUMEHEHWeM HOBbIX NlekapcTBeHHbIX cpeacTB (J1C). OHu
OCHOBaHbl Ha MPOBEEHUWN OPraHM30BaHHbIX Ha MEX[MCLM-
MANHAPHOM YPOBHE KNMHUKO-NAabopPaTOpHbIX WMCCNEfOBaHMIA,
«30/10TbIM CTAHAAPTOM» KOTOPbIX ABAAIOTCA MHOMOLEHTPOBbIE
NpoCneKTUBHbIE PaHAOMU3NPOBAHHbIE KOHTpPONUpYeMble (CpaB-
HUTEJIbHbIE) KIMHWYECKUe WUCCNefoBaHUsA, @ TakkKe nonynsuu-
OHHbIX UCCNE0BAHNIA C OLEHKOW 3(h(EeKTUBHOCTU NPUMEHEHMA
“3y4yaemoro Bmelwarenscrsa [3, 5]. Mpu 3ToM B nepeBom cnyyae
0OBEKTOM UMCCNeA0BAHUA CNYKaT OTAENbHble MALMEHTbl UK

rpynnbl NauueHToB, 06bEAMHEHHbIX KaKoM-Anbo Ho30/0ruel,
a BO BTOPOM — Tpynnbl HaceneHus (onpefeneHHble nonynauum).

Jlloboe 3KcnepuMeHTaNbHOE KIMHUYECKOe WCCNefoBaHUe
MPOBOAAT C LENblo CPABHEHWUS ONMpefeseHHOr0 BMeLlaTeNbCTBa
(Hanpumep, HoBoro JIC uauM HOBOW nporpamMmbl, NPOTOKONA
fleyeHus u/unnm npodunakTUkM 3aboneBaHus) C OTCYTCTBUEM
nevyeHna mnnm C NnpuMeHeHUeMm CTaH[APTHbIX BULAOB ne4vYeHus,
a TaKKe C Lenblo WU3yyeHus CBA3M onpeaeneHHoro addekTa
C obycnoBuBLei ero NpUYMHON. IKCMepuUMeHTaNbHble ucce-
JOBaHuA Bcerfa npocnekTuBHble. Wx pu3aitH npepnonaraet
0T6Op ONpeAeneHHoi Kateropuu NaLuUeHToB M3 obuieil nony-
NAUMK, pacnpefeneHue y4yacTHUKOB MO rpynnaMm CpaBHEHWUs,
HabnogeHMe B TeyeHWe 3afjaHHOTO nepuofia BpeMeHW, onpe-
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LeNeHne UCXo[0B, O0OYCIOBJEHHbIX NPUMEHEHUEM HOBOTO
JIC, meTopa neuyeHus wan Apyroro BMewatenbcta (puc. 1).
JKCnepuMeHTaNbHbIE KIMHWYEeCKWe WCCNe[0BaHUA — OCHOBA
paspaboTKM U NPUMEHEHUS COBPEMEHHbIX METOJ0B Hay4HbIX
“ccnefdoBaHUn B MepuuuHe. VX npoBefeHMe COMPSXEHO CO
3HaUUTENbHLIMU TPYRHOCTAMY, KOTOPble HEe BCTPEYaloTCA npw
MOCTAHOBKE KJAaCCMYecKoro N1labopaTopHOro 3KCrepuMeHTa.
JKCnepuUMeHT B 1abopaTopumn NOApPa3yMeBaeT CTPOro KOHTPOIU-
pyeMble ycnoBuUs 1 He6obLON HABOP NepeMEHHBIX, B TO BpeMs
KaK Ha pe3ynbTatbl KAMHWUYECKUX WCCNefoBaHWi OKasblBalOT
BAUsHWE pa3Hoo6pasHble haKTOpbl OKPYKaloLWE cpefbl.

IKkcnepumeHTaNbHbIE UCCNEA0BaHUsA 06NafAIOT LebiM PAAOM
NpeuMyLLecTB nepes ApYrMMU MeTOfaMu 3nuemuonoruye-
CKUX uccnefoBaHuin. PaHAOMWU3MpOBaHHbIE KOHTPONMpYeMble
KIMHWYeCKWe WCCNef0BaHWUA MO3BONAIOT OLEHUTb 3dheKTuB-
HocTb 1 6e3onacHocTb Hooro JIC wnu Apyroro BMeluaTens-
CTBA C MWHUMAJbLHON BEPOATHOCTBIO CUCTEMATUYECKOW OoWwnb-
ku. PaHpomusauums (cnyyaiiHoe pacnpefeneHue nauueHToB Ha
rpynnbl) fAeT BO3MOXKHOCTb COOPMMPOBATL FPyNMbl NALUEHTOB,
COMOCTaBMMble MO MPOAOMKUTENBHOCTU W TAXKECTW 3abonesa-
HUS, NONy, BO3PACTY, CONYTCTBYIOIWMM 3a601€BaHNAM U Tepanuu,
W YCTPAHWTL BIUSHUE PAa3NNYHBLIX (AKTOPOB (KaK W3BECTHbIX,
TaK U HEW3BECTHbIX) Ha pe3ynbTathl leyeHus [6].

Mpu BKAOYEHWUM MALMEHTOB B 3KCMEpPUMEHTaNbHOe uccre-
[OBaHUE YYEeHbIl WUAW rpynna y4yeHblx cobMpatoT noapobHyto
nHtbopmaumio 06 UCXOAHOM COCTOSIHUM ONpefeneHHbIX napa-
MeTpoB, a 3aTeM MoNy4alT aHanornyHylo uHdopmauuio Yyepes
VCTAHOBJNIEHHbIE MPOMEXYTKM BPEMEHW B AWHAMUKe Habio-
peHus. Takum 06pa3oM, UCCNefOBaTeNM MOryT MOCTOAHHO
KOHTPONMPOBATb M3MEHEHWUS MepeMeHHbIX B XOfe ucchnefoBa-
HUA, perynupoBate o3y usyyaemoro JIC unu kombuHauyuu JC,
a TaKXKe MHTEHCUBHOCTb BMelwaTtenbcTea [1].

KoHTponbHble Tpynmbl, B KOTOPbIX MPOBOAAT NEYEHUE C Ve
13BECTHON 3(h(HEKTUBHOCTBIO U MEPEHOCUMOCTbIO UNK NpUMe-
HAOT Nnaue6o (0TCYTCTBUE NEYeHNs), NPefoCTaBAIOT BO3MOX-
HOCTb KOJINYECTBEHHO OLeHNTb BAuAHME HoBoro JIC unu apyroro
BMeLUaTeNbCTBA HA UCXOA,.

HepocTaTku 3KcnepuMeHTanbHbIX WCCNEeA0BaHUI CBA3aAHbI
npexne BCero ¢ TeM, YTO XeCTKUe KpUtTepun otbopa naumneHToB
npuBOAAT K GOPMUPOBAHMIO BECbMA OAHOPOAHOI BbIGOPKH, 3TO
OrpaHuUyMBaET BO3MOXKHOCTU 0606LIEHNS NONYYEHHBIX Pe3yib-
TaToB M WX PacnpocTpaHeHMs Ha MaLMEHTOB [pYyroro BO3pacTa,
nona, pacbl U GONbHbIX, CTPAfALMUX CONYTCTBYOWMMU 3360~
NIEBAHUAMM AW MONyYAIOWMX Apyrue CpepacTsa. Tak, B Kan-
HUYECKUX UCCNeL0BaHMAX MPUHUMAET y4yacTue OrpaHuyeHHoe
4nuCno TIATeNbHEIM 06pa3oM 0TOOPaHHbIX NALMEHTOB, KOTOPbIE
MoONyYaloT JIeYEHWE U HAXOAATCA NOA HAbNIOAEHNEM B TeYeHue
OTPaHWYEHHOTO CPOKA M B KOHTPOMMPYEMbIX MCKYCCTBEHHbIX
ycnosuax. Npy n3yyeHn XpoHUYecknx 3aboneBaHuin NpUHLK-
NUaNbHO BAXHO A/NTeNbHOe HabniofieHne 3a nauueHTammu Ans
onpefeneHns UCXOf0B eYeHns. ITO NPUBOAMT K CyLLECTBEHHO-
My MOBbILIEHWIO 3aTpaT, BEPOATHOCTW NOTEPb NALMEHTOB B X0Ofe
HabNOAEHMA, @ TaKXKe K OTCPOYKE MOJyYyeHNs Hay4yHo 060CHO-
BaHHbIX PEKOMEHAALMIA No NeyeHuio.

[ns nopTBepxaeHus pasnnuuii 3cddekTMBHOCTH U Gesonac-
HOCTM NPOTOKONOB JIeYEHUS B UCCNELYEMON U KOHTPONbHOI
rpynnax o6blY4HO Heobxoaum 6onblioit 06beM BbIGOPKM, 0CO-
GEHHO NpU 3HaYMTENbHOW BapuabenbHOCTW OTBETA MALMEHTOB
Ha npoBogumoe nedyeHue. bonbwoit pasmep BbIGOpkU 006y-
C/I0B/INBAET BbICOKYID CTOMMOCTb KAMHWUYECKUX UCCNefoBaHUi,
a BKJIlOYEHNe B UCCNeA0BaHMe [OCTaTOYHOrO YMCNa NayMeHToB
MOXET MpefCcTaBNATb 3HauYUTENbHble TpyAHocTU. Kpome Toro,
Npy NNAHWPOBAHUM MCCNE[OBAHWA YacTO BO3HWKAET Lenblid

Puc. 1. [Ipumep AnzaiiHa sKCIIEPIMEHTAABHOTO
KAMHIYECKOTO UCCACAOBAHUSA (DUCYHOK ab710pos)

| Bbl60pKa nauMeHToB AnA y4acTua B UccnefoBaHnm |

BbibopKa nauneHToB, COOTBETCTBYIOWMUM KPUTEPUAM
BKJIIOYEHNA/UCKTIOYEHUS, NS y4acTUA B UCCeA0BaHUM

Panpomusaums

KoHTponibHas
rpynna

OnbiTHaA
rpynna

| [poBefeHune neveHus | | [poBefeHune neveHus |
| OueHka s dekToB NeveHus | | OueHka 3 heKToB NeyeHns |

Onpep,eneHme npenmyuiecTs HOBOro npenapara
Nno CTpaBHEHMUIO C ApYyrMMKU Npenapatamu uaun nnaueﬁo

pAn 3TMYeckux npobnem (Hanpumep, COMHEHWUs B LOMYCTUMO-
CTW Mcnonb3oBaHus nnaue6o, hasbl «OTMbIBKUY, OTPaHUYEHNil
CONYTCTBYIOLLEN Tepannum U T. fi.), He MO3BONAIOLWMUX ONTUMATIBHO
OpraH130BaTh UCCNE0BaHNE C HAYYHOW TOYKM 3peHUs.

CooTBeTcTBEHHO, pe3ynbrathl npumeHenus JIC B paHpomu-
3UPOBAHHBIX KNMHWYECKMX WCCNE[0BaHUAX HE MO3BONAIOT B
NOMHOW Mepe MPOrHO3MpoBaTb pe3yibTaThl UX MCMONb30BAHUA
B 00ObIYHON KNMHUYECKON NpaKTUKe.

®apmakoanupemuonornyeckne MccnefoBaHus pacwmpsioT
npeactaBneHns 06 3dheKTMBHOCTM M 6e30MacHOCTU HOBOTO
MeTOfa NeYeHus, Tak KaK UX MPOBOAAT Ha GOMbWNX U HEO[HO-
POAHbIX rpynnax NauueHToB B TeYeHUEe [JIUTENbHOTO BPEMEHMU.
Takum 06pa3om, GapmMakoaNUAEMUONOrMYeckue UCCNefoBaHNs
AAI0T BO3MOXHOCTb U3y4aTb HE TONIbKO 6€30MacHOCTb, HO U Te-
paneBTuYeckylo 3(@eKTMBHOCTb HOBOTO Npenapata, B TOM
Yucne ero BAUAHMUE HA OTHANEHHbIE UCXOAbI.

BUAbI KNWHUYECKMUX UCCNEAOBAHUMN

MpoBefeHUe KIMHUYECKUX UCCNeL0BaHMIA HOBbIX JIC Heobxonu-
MO Ans NOMyYeHMs [OCTOBEPHO MHdopMaLmMK 06 X athheKTUs-
HOCTM M 6e30MacHOCTM M pa3pelleHns Ha NMPUMEHeHWe npena-
paTta B KNMHMYECKON NPaKTUKEe NO onpefeneHHOMY NoKa3aHuio.
KnuHuyeckoe uccnefoBaHue faet 06beKTUBHYIO MHGOPMaLUio
060 Bcex cTtopoHax peiicteus JIC n onpepensieT BO3MOXHOCTb
€ro KJAuMHUYeckoro ucnonb3oBaHua [10]. Kpome Toro, pesynb-
TaThl TAKUX UCCNELOBAHMIA CYXKAT OCHOBaHWEM Ans BbIPaboTKY
npuHumnos npumeHenus JIC B knuHM4Yeckoin npaktuke. Mpu
UX NPOBEAEHUU HEOOXOAMMO MOMYYUTH CTATUCTUYECKM 3HAYU-
Mble pe3ynbTaTthl, He NoABepras nayueHToB HeoHOCHOBAHHOMY
pucky [7].

KnnHuyeckue uccnefoBaHms MOXHO paccMaTpuBaTh B Kaue-
CTBe aNbTepHaTUBbLI HaKoMneHuio MHdopmauun o6 3tdtek-
TUBHOCTM U 6€30MaCHOCTM ONpefeNeHHOro MeTOAa fieyeHus
OTAENbHBIMW KAMHWLMCTAMW B PaMKax MPaKTUYecKoi paboTbl.
B KnuHMueckux uccnegoBaHuax c6op MHbOpMaLMKM NPOBOAAT
CUCTEMATU3UPOBAHHO, B TO BPEMA KaK HabnmiofeHus U3 mpak-
TUKM Bpaya 0ObIYHO HECUCTEMATUUYECKME, KauyecTBEHHble (3 He
KonnyecTBeHHble) U Gonee cyObekTUBHble. C Lpyroil CTOPOHSI,
KJIMHUYECKUe UCCNefoBaHUA CMOCOOHbBI [aTb OTBET TOJNBKO Ha
Te BOMPOChHI, KOTOpble GbinKM onpeaeneHsl Npu NAaHUPOBAHUY
pa6otel. pu aHanu3e AMYHOrO oMnbiTa Bpaya WMHOTAA yAaeTcs
3aMeTUTb U Takue GaKTopbl, BO3MOXHO, BAMsAOLWME HA Be3onac-
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HOCTb U 3(PEKTUBHOCTb IEYEHUS, KOTOPbIE He ObINN BbISBAEHbI
B KJIMHUYECKOM UCCNef0BaHNU.

B HacTosLee BpeMs CywecTBYIOT pa3finyHble BULbI KIUHUYE-
CKux uccneposanuit. OcHoBHas uges n060ro U3 HUX — MUCMbl-
TaHue Hosoro JIC y nauueHToB nocne ycnewHoro 3aBepluieHus
LOKIMHUYECKUX UCCNef0BaHMIA (1abopaTopHbIX UCCNefoBaHUM
in vitro, ONbLITOB HA XWBOTHBLIX U (hapMaLEBTUYECKUX MCChe-
LOBaHWUI), NOATBEPAMBLIMX ero 6e30MacHOCTb, MOTEHLMANb-
Hyl0 3P PEeKTUBHOCTb U ONPEefeNuBINX PEXUM A03UPOBAHMUA.
B cooTBeTCTBUM C NONOXKEHUAMU XeNbCUHKCKOW Aeknapauum
BcemupHoOit MepUUMHCKON accounauun, «OuomeanumHcKue
MCCNefoBaHMA C yyacTUeM NIOLEN JOMKHBI <...> OCHOBbIBATHCS
Ha afeKBaTHO MPOBEAEHHbIX NAbBOPATOPHbLIX WUCCAELOBAHUAX
1 3KCNEpUMeHTax Ha XMBOTHbIX» [11]. B T0 e BpeMms faHHble,
NoMy4YeHHbIe B LOKNMHUYECKUX UCCNEA0BAHMAX (B TOM yucie Ha
XUBOTHbIX), HEMb3 MPAMO IKCTPANoNMpoOBaTb Ha Nofel, 4YTo
onpeaensier HeobXo[MMOCTb fLANIbHENLEro U3yYeHUs.

[un3zaitH knuHnyecknx nccnegosaHuit JIC moxeT pasnmyarbes
no BUAM M3y4aeMOoro eYEeHNUs 1 Tepanum CpaBHeHUs, MeTOaM-
Kam oTOGOpa M pacnpefeneHus NalLMeHTOB Ha rpynmnbl, LOCTYM-
HOCTU MHbOPMALMM O MPOBOAMMOM JIEYEHWUU ANS MALUEHTOB,
Bpayeii-uccnenoBartenen u npeacrTaBuTeneit CnoHcopa.

Mpu npoBefeHUM MNPOCNEKTUBHOIO WMCCNEAOBAHMA nNaLu-
€HTOB OTOMPpalOT MO 3apaHee MPUHATOMY MiaHy (MpoTokosny)
M Ha3HavyaloT UM UcchepyeMmblii npenapat (MeTof neyeHus).
B ycTaHoBneHHble CPOKM OLEHWMBAIOT 3apaHee onpefeneHHble
NOKa3aTesm — BbI)XMBAEMOCTb, CMEPTHOCTb, OCNIOXHEHUS, peLu-
LVBbI U T. 4. B peTpocneKTUBHbIX UCCNER0BAHUAX aHANU3UPYIOT
yKe npousowepnwne cobbITUS, NO3TOMY B HUX BENMKA BEPOSAT-
HOCTb UCKAXXEHWS pe3ynbTaToB NoJ BAUSHUEM MHOFOYUCTEHHbIX
(haKTopoB.

Camblii NpOCTOW BML, KNTMHWUYECKOTO NCCNef0BaHNA — Hecpas-
HUTENIbHOE UCCNef0BaHUe, B KOTOPOM BCE MAaLMeHTbl NojyyaioT
HoBoe JIC, a KoHTponbHas rpynna oTcyTcTByeT. 06bIYHO Takue
MCCNefoBaHUA NPOBOAAT TONbKO ANA OLEHKW onpefeneHHo-
ro acddekta Hosoro JIC. [locToBepHble AaHHblE MOTyT ObiTh
Moy4YeHbl TONMbKO B CPaBHUTENbHbLIX (KOHTPONMPYEMbIX) Kiu-
HUYECKMX UCCnefioBaHuax, B KoTopbix Hosoe JIC cpaBHMBalOT
C nnauebo wMAM CTaHAApTHbIM npenapatoM, 3ddeKTUBHOCTL
1 NepeHOCHMOCTb KOTOpPOro M3BecTHbl. CpaBHEHME ABYX paHee
He M3y4yeHHbIX [03 HOBOro JIC Henb3s OTHECTU K KOHTPONMpY-
eMbIM WUCCNefoBaHUAM, TaK Kak Heu3BecTHbl 3(deKTUBHOCTL
1 NepeHoCMMOoCTb 060MX METOAOB NleueHUs. B To e Bpems cpas-
HeHue bonee BbICOKO 403bl Npenapara C yiKe U3y4YeHHon 4030
MOXHO PaccMaTpuBaTh KaK KOHTPOAMpyeMoe uccnenosaHue [9].

KoHTposIbHYIO Fpynny MHOTAA COCTaBAAIOT MALMUEHTHI, KOTO-
pble nofny4Yanu onpepeneHHoe neyeHue B npownom (MCTO-
pUYeCKUl KOHTPOJb) WM MOJy4YaloT ero B HAcTosllee Bpems
B paMKax CTaHAApPTHOTO MeAULMHCKOrO 06CNYKUBAHUSA.
Opyrumu cnoBamu, cpaBHUTENbHblE KAWHWYECKUE WCCNefoBa-
HUA He BCeraa nNpeaycMaTpuBaioT paHAOMMU3aLMIO.

B kayecTBe KOHTPONSA B CPAaBHUTENbHbBIX KTMHUYECKUX UCCTe-
JOBAHUAX MOTYT BbICTYNaTh:

® nnaue6o;

® [pyroi aKTWUBHbI Npenapart, onpefeNeHHbli NPOTOKOIOM

“ccneaoBaHus;

® NayueHThl, He MOJyYaloLMe HUKAKOro lederus;

® NauueHThl, Moyyalolme Apyryto 03y TOro Xe npenapara;

® MauueHThl, Noyyaowmue obbIYHOE NeYeHne, KOTOpoe CTPo-

o He OrOBApPMBAETCS NPOTOKOOM;

® QHAMHeCTUYeCcKue [aHHbIe BK/IOYEHHbIX B UCCIeAOBaHUE

naLueHTOB;

® 3aHaMHeCcTU4YecKue AaHHble ApYruX NaLueHToB.

Pe3ynbTathl MccnefoBaHWii C UCTOPUYECKUM KOHTPOJIEM
MeHee [OCTOBEpHbl, YeM pe3ynbTarbl NPOCMeKTUBHbLIX PaHAO-
MU3UPOBAHHBIX KOHTPONMPYEMbIX UCCNELOBAHMA, KOTAa nauyu-
€HTbl UCCNeAyeMOi U KOHTPOMbHOM rpynn MojyyatoT NieyeHue
OAHOBPEMEeHHO (MapannenbHo). 3T0 CBA3aHO Npexpae BCero
C TEM, YTO B NMEPBOM C/ly4yae HEBO3MOXHO AOOUTLCA AOCTATOY-
HOTO CXO[CTBA [BYX TPyMM, TaK KaK CO BPEMEHeM MeHSIoTCs
CTPYKTYpa HaceneHus, 0coGeHHOCTM 06pa3a XKWU3HM, MUTaHUS
u (U3MYECKON aKTUBHOCTM, KAYeCTBO [MArHOCTUKM U OKasa-
HUA MeJULMHCKOW MmoMOLlM, a Takke Keanudukauusa Bpaveil,
opraHu3auus paboTbl Ne4ebHbIX YUPEXAEHUNA N MHOTOE pyroe.
B pesynbrate B GONMbWMHCTBE UCCNELOBAHUA C UCTOPUYECKUM
KoHTponeM 3ddeKTUBHOCTb NeyeHus 3aBbilwaercs. MogobHble
uccnefoBaHuA NOATBEPKAAAN NPeUMYLLECTBA HOBbIX Npenapa-
TOB B 84% cny4aes, a napanjenbHble UCCIef0BaHNA — TONbKO
B 11% [20]. Mo aaHHbiM B. Spilker, Gonee Bbicokas addekTns-
HoCTb HoBbIX JIC 6bina ycTaHoBNEHA B 44 W3 56 KAMHUYECKUX
UccnefoBaHUin C UCTOPUYECKUM KOHTPOJSIEM, OfjHAKO MOATBEp-
xpaanack TonbKo B 10 13 50 npocneKTUBHbIX PaHLOMU3UPOBAH-
HbIX KOHTPONIMPYEMbIX KIMHUYECKUX UccnefoBaHuit [18].

YToObl 0Gecneyntb paBHOMepHOE pacnpefeneHue nauu-
€HTOB Ha rpynnbl U JOOUTHLCA UX MAKCMMANbHOTO CXOACTBA MO
nosy, BO3pacTy, TAXKeCTU 3a60NeBaHNUA U SPYrUM NOKa3aTensm,
NPOBOAAT paHpomu3auuio (0T aHmmiickoro cnosa random —
CyyaiiHblit). Mpy paHfoMU3auMU NOCNEef0BATENbHOCTL BKIO-
YeHUs GOJIbHBIX B Ty WU UHYIO TPyNny onpefenseTcs Ha OCHoO-
BaHUM CJyYaiHbIX YWUCEeN, CreHepUPOBAHHbLIX KOMMbIOTEPOM.
BbiGop rpynnbl He 3aBMCUT OT NPEANOYTEHUIT Bpaya UiuM nauu-
eHTa. PaHpoMM3auma — KNlo4eBOW aCneKT U CTaH[APT KayecTsa
COBPEMEHHBIX KIMHUYECKUX UccnepoBaHuii. Ytobel ewe Gonee
COKPATUTb PasHULY MeXAy rpynnamu, UCnonb3yoT cTpatuduka-
Um0, Unun cTpatudUKaLMOHHYI0 paHfoMU3aLMIo, — pasfeneHne
NayMeHToB Ha MOArpynnbl B 3aBUCMMOCTM OT HANMYUSA KAKO-
ro-n16o coObITUS B aHAMHE3€, CUMNTOMA, CTENEHU TAXKECTU UK
OCNOXKHeHUs 3a00neBaHus U T. A.

CpaBHUTENbHbIE UCCNEAOBAHUSA MOTYT ObITh NAapanNeNbHbIMU
UMY NepeKpecTHbIMU. B napannensHom uccnefoBaHUM nauu-
€HTbl KaXX[OW Tpynnbl MOAYYAlOT TONLKO OAWMH BUA NEYeHuUs,
B TO BPEMS KaK B MEPEKPeCTHOM WCCNefoBaHUM YYACTHUKY,
pacnpefesnieHHble Ha rpynmbl, MONYyYalT BCE BapUaHTbl jieve-
HUS, HO B pa3Hoe BPEMA W B Pa3fMYHON MOCNELOBATENbHOCTU
(puc. 2). NpeumyuiecTBa 1 He[OCTaTKM NapanieNbHOro Au3aiHa
N0 CPaBHEHUIO C NEPEKPECTHbIM CyMMUPOBaHbI B mabauye 1 [2].

[ins ucknioyeHus BANAHUSA Cy6bEKTUBHBIX (HAaKTOPOB Ha OLEH-
Ky 3ddekta neyeHns NpUMEHAIOT Npouesypy «OoCnenneHus»
(mackupoBaHus), KOTAa OT NaUMeHTa 1 Bpaya CKpPbIBAKOT NPUHAA-

Puc. 2. Cxema IIpOCTEHIIIETO TIEPEKPECTHOTO
HICCAEAOBAHUA [5]

Bbl60pKa naymeHToB 4ss y4acTua B uCccnegoBaHun |

PanpomMHU3auus

fpynna 1
MocnepoBatenbHOCTb
neyenna A — B

fpynna 2
MocnepoBarenbHOCTL
neyenms B — A

Jdran 1

Neyenne A

Jleyenne B

«[epekpelwmsaHue»
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OHKOTEMATOAOTUA ||

Ta0bAumna 1 l

ITpenmyrmecTBa M HEAOCTATKH ITAPAAAEABHOTO AM3AWHA KAMHHYECKOTO HCCACAOBAHUA
B CPaBHEHHUHU C NIEPEKPECTHBIM AU3ANHOM

Mpeumyuiecrsa

Hepocrtatku

1. MeHblwas AANTeNbHOCTb UCCNIEA0BAHUA: B KaXKAON rpynne
TOJIbKO Of\UH NEPUOS, JIeHeHus.

2. KauecTBO flaHHbIX MeHee NnofBepIKeHO BO3LEeNCTBIIO
OTK/IOHEHMI OT NPOTOKONA (TaKWUX Kak MPONYCKU BU3UTOB,
npexaespeMeHHoe BblOblBaHME naynueHToB U3 nccneno-
BaHUA).

3. CrabunbHOCTb TeYeHMs 3ab0neBaHus y NaLUeHTOB He
MMeEET 3Ha4YeHus.

4. He cywiectByeT npobnembl BAMAHUA Tepanuu, npepLue-
CTBOBABLUEN Uccneayemoin

1. HeobxogumocCTb BKAOYEHUS GONbLIErO YUCNa NALUEHTOB.
2. bonblas BapnabenbHOCTh AaHHbIX, TaK KaK pasHble nauu-
€HTbI NMOJIyYalT pasnyHyio Tepanuio

JIEXHOCTb MaUMeHTa K UCCNeAYeMOi WA KOHTPOJIbHOI rpynne.
B npocTbix cnenbix MCCEA0BAHUSAX NALMEHT, B OTIMYME OT UCCTIe-
LOBATeNIs, HE 3HAET, KaKoe JieueHe eMy Ha3HauyeHo. B aBOMHbIX
CNensbix UCCefoBaHUAX 3Ty MH(MOPMALMIO HE MUMEIOT HU Bpay,
HU NALMEHT, @ B TPOMHbBIX CNEMbIX — HU NALMUEHT, HUA BPay, HY
OpraHM3aTopsl UCCNef0BaHMs, KOTOPbIe 06pabaThIBAIOT MOJYYEH-
Hble flaHHble. B cnenbix nccnefoBaHUAX 3HAYUTENILHO CHUKAETCS
BO3MOXHOCTb MPefHAMEPEHHbIX UCKAXEHWUH, @ HenpesHaMepeH-
Hble pacnpefenstoTcs MeXgy rpynnamum npuMepHo B paBHOM
Nponopuumu 1 HUBENMUpYIOT Apyr apyra. Cnenble uccnegoBaHus
Gonee AOCTOBEpPHbI; B HEKOTOPbIX 06MACTAX MeAWLMHbI, The
HEBO3MOXHO NONyYaTb 0OLEKTUBHYIO MHAOPMALMIO O COCTOSHUM
NaLWeHTOB C NOMOLLbI0 NPUOOPOB W rae BbicOKa A0NA CyObEKTMB-
HOI1 OLLEHKW, OHW NPEACTaBASIOT €UHCTBEHHO BEPHBIl BLIGOP.

®A3bl KIMHWYECKMX UCCNEAOBAHUMN
Beigensior yetbipe dasbl KNMHUYECKUX UCCNEf0BaHWUA HOBOTO
JC (puc. 3).

I ¢a3a. NepBblii ONbIT NPUMEHEHUA HOBOMO AKTUBHOTO
BellecTa y yenoseka. KnuHuyeckue uccnefoBaHma npoBoAaT
C yyacTuem HeGOoMbIIOrO Yucna 350poBbix fobpoBonbLes (10—
20 B3pocabix MyxuuH). Ecnu HoBbI npenapat (Hanpumep,
NpPOTUBOONYXONEBbLI ) BbICOKOTOKCUYEH, TO B WUCCIEeL0BaHMUA
I cha3bl BKNIOYAKOT NALMUEHTOB C COOTBETCTBYIOWMUM 3a60N1€BaHu-
em. OcHoBHas uenb nccneposanuit I a3l — npeasapuTenbHo
OLeHNTb 6e30MacHoCTb U nepeHocumMocTb JIC (onpefenuTb Hau-
60/blIYI0 NEPEHOCUMYIO 03y, HEXEeNaTesbHble ABNEHUS), U3y-
YnTb PapMakofMHAMUKY U HAPMAKOKUHETHKY, @ TAKXKE PeLunT,
CTOWT N1 NPOLOMKATL €r0 AanbHelilyo pa3paboTky. M3yyeHue
60-80% HOBbIX NpenapaToB NpeKpaLlaeTcs Ha 3TOM 3Tane u3-3a
npo6nem c 6e30MacHOCTbIO.

II ¢paza. Tepsble KOHTPONUpyeMble uccneposanus J1Cy 100-
300 naumeHTOB C 3aboneBaHneM, 415 IEYEHWUs KOTOPOro MaaHu-
pyetcs npumenaTb JIC. 3apaun IT dasbl — noaTBepxaeHue Tepa-
nesTMyeckoro 3ddekTa, BbibOp IDEKTUBHON A03bI U PeXKUMA
Ha3HayeHws, a TakKe AanbHenwwas oLeHkKa be3onacHoCcTy U nepe-
HocumocTu Hooro JIC. Mocne 3aBepleHus IT a3l ToNbKO TpeTb
npenapaToB NPOLOMKAOT U3yyaTh B uccnegosarusx III dasbl.

IIT ¢pasa. MHoroueHTpOBble ABOMHbIE Cemble paHLOMU3MPO-
BaHHble KOHTPONMpPYEMble KAMHWUYECKME UCCNefoBaHWUA C yya-
cTMem Gonbwux (M, MO BO3MOXHOCTH, Pa3HOOOpPA3HbIX) rpynn
nauuentoB. 06bl4HO B uccnenoBaHuax III dasbl npuHUMatoT
yyactue 1000-3000 nauueHTOB, OLHAKO MPOBOAATCA WU Merauc-
cnepoBaHusa cpegu 10 000-15 000 nauueHToB. Mx ocHoBHas
Lenb — nonyyYeHue JONONHUTENbHBIX LOKA3aTeNbCTB IPPeKTUB-
HOCTM 1 6€30MaCHOCTU Pa3InYHbIX HOPM HOBOTO JIEKAPCTBEHHOMO

Puc. 3. O0mas cxema UCCAEAOBAHUU HOBOI'O
AEKAPCTBEHHOIO CPEACTBA (DucyroK as110pos)

P33P35°TK3 SRR

NoknuHnyeckne i Knunudeckue nccneposanus: Peructpa-
nccneposakua (2,5 ropa) (5 ner) {UMA 1 BbIXOA :

KnuHuyeckoe
npuMeHeHue

: :J1C Ha pbIHOK
— thapmaKoKMHeTHKa Pasa I (2,5 ropa)
— thapmakofMHaMuKa : :
— TOKCUKoONOrns ®aza II

®aza III:
WccnepoBaHus : :
6e30NaCHOCTY Ha JKNBOTHBIX: ) H ®asa IV
k ; { :
i MocTmapke-

: TUHTOBbIE
i uccnepoBaHus

npenapara, €ro TepaneBTUYECKUX U (apMaKOIKOHOMUYECKUX
MPeMMyLecTB W U3y4yeHUe OCHOBHbIX HEeXenaTeNlbHbIX JeKap-
CTBEHHbIX peakLuuil, BO3MOXKHOro B3aumogeincteua ¢ gpyrumm JiC,
BNUAHKUA BO3pacTa U CONYTCTBYIOWMX COCTOAHMI Ha 3 deKTnB-
HOCTb 1 6e30MacHOCTb NeyeHus. MNocne ycnewHoro 3aBeplueHuns
IIT a3kl KNMHUYECKUX WCCNEROBaHMIA NMPOU3BOAUTENL HOBOMO
JIC nopaeT QOKYMEHTbl Ha perucrpauuio npenapara B COOTBET-
CTBYIOLLME TOCYNAPCTBEHHbIE OpraHbl A1 MPUMEHEHUS €ro B K-
HUYeckoit npakTuke (cM. puc. 3). OnHako nocne uccnefoBaHui
11T dasbl peructpupyetcs ToNbKO 0K00 25% npenapaTos.

IV ¢hasa. MNocTpernctpaunoHHble KIUHUYECKUE UCCNefoBa-
HWS MPOBOAAT MOC/Ae Hayana NpofaX npenapara Anas Jonos-
HUTENbHOM OLEHKN 6e30MacHOCTU W Pe3ysbTaToB AAUTENbHOMo
npumeHeHun JIC y pasnuyHblX rpynn nauuMeHToB (KEHLUH,
LeTell, NUL, NOXWAOro WAKM CTapyeckoro Bo3pacta). B paHHbIx
MCCNeL0BAHUSAX YYUTHIBAIOTCA Pa3HOOOpasHble GaKTOpbl PUCK],
conyTcTByIOLME 3360/1€BAHMA U Tepanus.

MocTperncrpaunoHHble CCNefoBaHMA NpeAnonaratT BbifB-
NleHne HexenateNbHblX NeKapCTBEHHbIX peakuuii, (akTopos
pUCKa UX BOSHUKHOBEHMA U ONpeAeneHune cTpaternn npumeHe-
Hus HoBoro JIC B KNIMHWMYECKON NpaKTUKE.

Ecnn 3apeructpuposaHHoe JIC nnaHMpyloT NpUMeHATb MO
HOBOMY, elle He 3aperucTpuMpoBaHHOMY MOKa3aHWI, HeobXo-
LMMO NpOBefeHUE [OMOJHUTENbHBIX UCCNEL0BaHMIA (HauuHas
co IT dasbl) ans peructpayum 3Toro NoKasaHus.

NMPEUMYLLECTBA U HEJJOCTATKU
PAHLOMU3UPOBAHHbIX KOHTPOJIUPYEMbIX
KNNHUYECKUX UCCNEROBAHUMN

CoBeplWeHHO OYEBMAHO, YTO KAMHUYECKME WCCNefoBaHUSA,
0COOEHHO PaHAOMU3NUPOBAHHbBIE KOHTPONMpYEMble, ABAAKTCA
OTNNYHBIM METOAOM ONpeAeNneHus npeumyLlecTs Hosbix JIC, Noa-
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XOfI0B K NeyeHuto. PaHAOMU3UPOBAHHbIE KOHTPONMpPYEMble KU~
HUYECKWe UCCNef0BaHNA 0ObIYHO CYUMTAIOT Hanbonee CTPOTUM C
HAYYHOW TOYKM 3pEHUsS METOLOM, UCMONb3YEMbIM A MPOBEPKU
runoTes. B To e Bpems OHWM He NMWeHbl HepgocTaTkoB [15].
Tak, paHAOMU3MPOBAHHbIE KOHTPOAMpPYEMblE KIUHUYECKUE
MCCNEefOBaHUA MO3BOAAKT CYAUTb O cnocobHocTu Hosoro JIC,
BUJA JIEYEHUA WM BMELATENbCTBA AABATb XenaeMmblil 3 ekt
B «MOEaJIbHbIX» YCIIO0BUAX, CO3[AHHBLIX MPU MPOBEAEHUN K-
HUYECKOr0 UCCNefoBaHns. B To e Bpemst OHM He [aloT BO3-
MOXHOCTU TOYHO OLEHUTb WX peasnbHyl 3PHEeKTUBHOCTL
1 6€30MacHOCTb B 06bIYHON KIMHUYECKON NPAKTUKE, MOCKOJIbKY
00CTOATENLCTBA KAMHMYECKOro npumeHeHus JIC 3HayuTenbHO
OT/IMYAIOTCA OT YCNOBUM, B KOTOPbIX OHO U3y4anoch B XOAE Kiu-
HUYeCcKoro uccnegosalus (maéba. 2) [2, 9].

PA3JINYMUA MEXTAY KJ'IVIHVI‘-IECKMMV B
UCCNELQOBAHUEM U KNUHUYECKOW NPAKTUKOU

1. Konuyecmso nayuesmos. Tlocne 3aBepleHns npepperucrpa-
LIMOHHbIX MCCNEA0BAHUIA U MONYYEHWUA pa3pelleHns Ha KNUHU-
Yyeckoe NpUMeHeHMe npenaparta ero HayMHalT UCMONb30BaTh
Y COTEH ThICAY NALUEHTOB B Pa3NMYHbIX COLMANLHO-IKOHOMM-
YECKMX U KIMHUYECKUX YCII0BUSAX, B TO BPEMS Kak obliee yucno
YYaCTHUKOB PaHAOMU3NPOBAHHbIX KIMHUYECKMX NCCNef0BaHUN
IIT ba3bl cocTaBnseT BCero HeCKONbKUX ThicAY. OTHOCUTENbHO
HeboNblOoe YUCNO NMALMEHTOB He MO3BOASAET BbIABUTH HEXe-
natenbHble 3ddektsl JIC, oTMevatowmeca c 4acToTon MeHee
1/100 unu 1/1000, a 4acToTa HEKOTOPbIX CEPbEe3HbIX Hexena-
TeNbHbIX peakuuin Moxet coctaBnaTe 1/10 000 uan 1/100 000.
CornacHo Tak Ha3blBaeMoMy NpaBuiy TpeX, s BbiABAEHUSA
(c BepoATHOCTbIO 95%) HexenaTenbHbIX IEKAPCTBEHHbIX peak-
Umii, BcTpeyalowmxcs ¢ yactotont 1/N, Heobxoaumo Habnoaath
B 3 pa3sa 6osnblue naumeHToB (3 X N) [18]. 3T peakuuu, BO3MOXK-
HO, OCTAHYTCA He3aMeYeHHbIMM OTAENbHBIMW BPaYaMu, Ha3Hava-
IOWMMKM Npenapat CBOMM NauMeHTaM, HO MOTYT WMETb Cylie-
CTBEHHOE 3HayeHWe [N OOLWeCTBEHHOrO 3[PaBOOXPAHEHMUS,
ecnu, JONyCTUM, npenapar eXeAHeBHO HAYMHAKT MPUHWUMATbL
100 000 60nbHbIX, @ HeXenareNnbHas peakuus CO3LAeT yrposy
AAA Xu3HW. Kpome TOro, KAMHWYECKMe UCCnefoBaHUsA NpaKTu-
YeCKW He MO3BONAIT BbIABUTb OTCPOYEHHblE HexenatebHble
peakuuu (Tuna D): KaHLLepOreHHbIe, MyTareHHble, TepaToreHHble
3 deKTbl, HAPYLIEHNUS CO CTOPOHbI PENPOLYKTUBHOI CUCTEMbI, —
KOTOpble MOFYT BO3HWMKATb Yepe3 Mecslbl UAW TOfbl mocie
NeYeHns, B TOM YUC/Ie Y UL, BHYTPUYTPOOHO nogsepriumxcs
Bo3peiicteuio JIC.

2. PenpeseHmamusHocms uccnedyemoli nonynayuu nayueH-
mos. BelbopKa nalyMeHTOB, BKIOYAEMbIX B TO MW UHOE KIUHU-
Yeckoe UCCNefoBaHWe, pefiKko ObiBAaeT penpes3eHTaTUBHOW Ans
BCEN reHepasbHON COBOKYMHOCTW MALUEHTOB C OMpeAeNeHHbIM
3aboneBaHueM. TaK, B KNIMHUYECKWE UCCNEA0BAHUA OObIYHO He
BK/0YAIOT HECOBEPLEHHONETHUX NALMEHTOB WA NIOAeN cTap-
YecKoro BO3pacTa, 60JbHbIX C COMYTCTBYIOWMMYU 3ab0oNeBaHU-
AMU (XOT OHW UMetTCA NoYTH Y 40% B3POCHbIX NALMUEHTOB),
JINL, C BO3MOXHBIMU NPOTUBONOKa3aHNAMK K Ha3HAYeHMI0 HOBO-
ro JIC nnn c dakTopamn pucka BO3HUKHOBEHUS HeXenaTenb-
HbIX IeKApCTBEHHbIX peakuui u T. A. Hanpumep, No AaHHbIM
MeTaaHann3a KIMHUYECKUX WUCCNef0BaHUN NPU XPOHWUYECKOW
CepLeyYHol HefoCTAaTOYHOCTU, CPefHMit BO3PACT BKIIKOYEHHbIX
B HUX NAUMUEHTOB cocTaBui 60 net, 25% Obin XeHWMHaAMN
u 86% nonyyanu neyeHue uHrubutopamu ANG (MAMND).
B T0 e Bpems B OObIYHOM MEAMUMHCKON NpaKTUKe Ccpea-
HWIt BO3PACT TakKMX NaLMeHTOB npeBbilwaeT 70 NeT, XEeHIWUHbI
COCTaBAAT HE MeHee NOJIOBUHbI U TONbKO 0K00 20% nauuneH-
TOB nonyyatot neyeHue nAN® [19].

3. JuaeHo3 u3yyaemozo 3a60ne8aHusA. B pa3BuTbIX CTpaHax
npumepHo 40% BCeX COCTOAHMII B OObIYHOW MeaULMHCKOW
NpakTUKe He COOTBETCTBYIOT MPUHATbIM KPUTEPUAM AWATHO-
3a. B pyTuHHOII npakTUKe NeyeHMe 3a4acTyl HasHayaoT 6e3
VCTAaHOB/IEHWUA ONpefeNeHHOro fMarHo3a, YTo He mno3ponser
NepeHoCUTb Pe3ynbTaTbl PaHLOMU3UPOBAHHBIX KOHTpPOAMpYe-
MbIX KIMHWUYECKUX WCCNEAOBAHMI Ha MOMyAsuMio NauueHTOB
¢ HeandepeHLMPOBAHHBIMU COCTOSHUAMN.

4. JlekapcmseHHble 83aumodelicmsus. 0ObIYHO B PaHLOMM-
3UPOBAHHbIX KOHTPONMPYEMbIX KAWHUYECKUX WUCCNEL0BaHUAX
CTPOro OroBapMBAETCA NepeyeHb paspeLleHHbIX U 3anpeLeHHbIX
CONYTCTBYIOWMX NpPenapatoB. ITO CHWUKAET PUCK NeKapCTBeH-
HbIX B3aMMOAENCTBUI MO CPaBHEHUID C YCIOBUAMU OOBIYHOI
KNUHUYECKOW NPaKTUKKM, KOTAA MALMEHT MOXeT NpUHMMATh
peuenTypHele U Ge3peLenTypHble Npenapatbi, Ha3HaYeHHble
pa3fMYHbIMK CNeuManucTamn, B paMKkax camofieyeHuns, a Takxe
GMONOTNYECKM aKTUBHble J0OABKM, CPEACTBA HAPOLHON Meau-
LMHbI, NNeKapCTBEHHble PACTeHUA W ONpeAeneHHble MpOAYKTI
NUTaHWA (HanpuMep, HaNUTKK, Coaepxallime XMHUH, rpeindpy-
TOBbIN COK, U T. A.).

5. fosa npenapama. TlaunmeHTbl B KIMHWUYECKUX WCCe-
LOBaHMAX OObIYHO OoNee TOYHO CNefylT PeKOMeHAALMAM
B OTHOLUEHWM MpUeMa UCcCnesyemMoro npenapara, B To BpeMms Kak
B 06bIYHOI KNMHWYECKOW NPaKTUKE [033 U PEXUM NPUMEHEHNUS
NIC cobniopanTcs nauueHTamu MeHee TIATesNbHO. JTO MOXeT
NpUBOAMUTL KaK K HefoCTaTO4HON 3PMEKTUBHOCTU neyeHus,
TaK U NOBbIWATh BEPOATHOCTb BO3HUKHOBEHMUSA [10303aBUCHUMbIX
HexenarenbHbIx peakuuii (Tuna A).

6. Ucnonb3osaHue cyppo2amHsix Kpumepues 3¢dekmusHo-
Cmu, a He KIUHu4eckux ucxodos. [ina onpepeneHns KauHuye-
CKUX UCXOAO0B B pe3ysbTarte BMelWaTeNbCTBa 00bIYHO Tpebyetcs
AnuTenbHoe HabnoAeHMe 3a nauMeHTamu. [insa cokpalieHus
NPOJOMIKUTENBHOCTA BO MHOTUX PaHAOMU3UPOBAHHbBIX KOHTPO-
JIMpYeMbIX KTMHUYECKUX UCCNef0BaHMAX UCNONb3YIOT Cypporat-
Hble MapKepbl, YTO MOXET NPUBOANTb K JIOXKHBIM 3aK/IOUEHUAM.
Knaccnueckum npumepoMm CnyxuT usydeHue 3PPeKTUBHOCTM
aHTMApUTMUYECKUX MPenapaToB nNpu nHdapKTe MUOKapaa, KOTO-
pble CNocoGHbI BOCCTAHABAUBATL HOPMASIbHBIA CEPAEUHbIA PUTM
(cypporatHblii MapKep), HO NPUBOAAT K MOBLIWEHWNIO CMEPTHO-
CTM 60NbHBIX (KTMHWUYECKMil ncxog).

7. KnuHuyeckas oyeHka u HabawOeHue 3a nayueHmamu.
B ycnoBusx KIMHMYECKOro UCCNefoBaHWs HabniofeHue u
OLEHKY COCTOSIHWA NaLMeHTOB 06bIYHO MPOBOAAT BoNee YacTo
1 TIWATENbHO, YEM B NOBCEJHEBHOM KNMHUYECKON NpaKTUKe, rhe
B CUNY PA3/IMYHBIX MTPUYUH MEHEEe BEPOSATHbI COOMI0AEHMEe NaLm-
€HTaMW NpeAnnUCaHHbIX PeKOMeHAALWA U NpoBefeHWe OnTu-
ManbHON Tepanuu. Mo3ToMy pe3ynbTathl JieYeHUs NauMeHTOB
B KJIMHUYECKUX UCCNEef0BAHUAX OObIYHO Jlyylle, YeM B peasb-
HBIX YCNOBUAX.

8. OueHKa 00HO20 BMelWamesnbCMBa, a He HeCKObKUX NpoBso-
Oumbix 00HOBpeMeHHO BMewamenscms. [u3aitH KNMHW4Yecko-
ro UccnefoBaHUs 0OLIYHO MpepycMaTpuBaeT oueHKy 3ddek-
TUBHOCTM TONbKO OAHOTO BMewatensctBa. OfHaKo neyeHue
XpOHUYECKUX 33a00NeBaHWil B YCNOBUAX PeanbHON NpPaKTUKM
yauie Bcero TpeGyeT 0fHOBPEMEHHOTO NPOBEAEHUS HECKONbKUX
pasNnyHbIX NeYeOHbIX MEPONPUATUI, YTO, HECOMHEHHO, BAUAET
Ha pe3ynbTart.

9. [IposedeHue KauHu4yeckux uccnedosaHull 8 YCa08USAX
KpynHbix nevebHbix yypexoeHul. KnuHuyeckue uccnepoBaHus
B OO/IbWIMHCTBE C/ly4aeB NPOBOAAT HA 6ase KPYnHbIX KNUHUYe-
CKUX GONbHUL, MAK LIEHTPOB. Mpu 3TOM KaTeropus nayueHToB
(Hanpumep, no TAXecT 3aboneBaHus, couManbHOMY CTaTycy),
CTaHAAPTHl OMArHOCTUKM U OKa3aHUA MEeLMLMHCKOWA MnomoLm
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OHKOTEMATOAOTUA ||

Tabanumna 2 l

ITpenmyrnecrBa U HEAOCTATKH PAHAOMU3UPOBAHHBIX KOHTPOAUPYEMBIX
KAWHHYECKUX uccaepAoBaHm [14]

Mpeumyuiecrsa

HepocTtatku

1. YeTkas oueHKa OAMHOYHON NepemMeHHoit (Hanpumep,
3ddeKTa NeKapcTBEHHOr0 CPeACTBa B CPAaBHEHWUU C Nna-
11e60) B CTPOro onpefeneHHoN rpynne nayyueHTos.

2. [lpocneKTuBHbI AU3aliH.

3. TunoTeTKo-AeAYKTUBHBIA NOAXOS, (BbIABUKEHME
ONpOBEPXKUMOI TMNOTE3bl C ee MPOBEPKON).

4. TloTeHuMaNnbHOE UCKOYEHNE OWNOKN NyTeM CpaBHEHNA
ABYX B OCTaNlbHOM UEHTUYHBIX rpymnm.

5. Bo3MOXHOCTb NpoBefieHnsa B NoCneAyiolleM MeTaaHanm3a

1. Canwkom manast BbIGOPKA NALMEHTOB MW HeAOCTaToYHas
ANUTENbHOCTL Nepuoaa HaboaeHus.

2. BONbWMHCTBO KAMHMYECKUX UCCNeA0BaHUI CIOHCMPYIOTCS
KPYNHbIMWU UCCNEA0BATENbCKUMU WMHCTUTYTAMM, YHUBEP-
cuteTamu, hapMaleBTUYECKUMU KOMNAHUSMU UAU NPaBU-
TENbCTBOM, KOTOPbIE B KOHEYHOM CYeTe AMKTYIOT Hanpas-
NIEHNe UCCNeN0BaHNA.

3. Wcnonb3oBaHue cypporatHbiXx KpUTEpUEB OLEHKU 3ddek-
TUBHOCTW BMECTO OLIEHKM KIIMHUYECKMX UCXOL0B.

4. BO3MOXHbIE CKpbITHIE CUCTEMATUYECKME OWMOKK BCe-
CTBME HECOBEPLEHHON PaHLOMMU3ALMM, HEPenpe3eHTaTUB-
HOCTW BbIOOPKM MALMEHTOB, HEMOJIHOLEHHON npoueaypsl
«ocnenneHns»

B TaKWUX KIMHUKAX MOTYT 3HAYUTENbHO OTAMYATHLCS OT YCNOBUNA
NepBMUYHOrO 3Tana OKasaHWA MeAULUHCKON NOMOLLM.
PaHpoMu3npoBaHHble KOHTPONMPYEMbIE KTMHUYECKUe Ucche-
LOBAHMA MOXHO CYMTaTb «30/10TbIM CTAHAAPTOM» NpU MpoBe-
LEHUU MeAULMHCKUX UCCNeLOBaHMWiA TONbKO Mpu cobnofeHum
onpefeneHHblX ycnoBuin. Takom pu3aitH onTUManeH npu usy-
yeHnn 3 EKTUBHOCTM NedebHOro MM MpodUnakTUYecKoro
BMeLATeNbCTBa, HO OH Mano NpUrofeH ANf OLUEeHKU MeTOofoB
LWNArHOCTUKW MAWN CKPUHWHTA (NPeAnoyTUTeNbHbI Au3aiH —
nonepeyHoe WccnesoBaHue), onpepeneHus nporHosa 3abo-
neBaHua (ONTUManbHLIA AM3alH — MNPOLONbHOE KOTrOpTHOE
“ccnefoBaHue), U3yyeHns 3TMonorum 3abonesaHus (Ans 310ro
NPOBOAAT KOFOPTHble WUCCNELOBAHUA WAM UCCNEfOBaHUA Cy-
Yail-KOHTPONb), B 3aBUCMMOCTM OT pacnpocTpaHeHuns 3abonesa-
HUSA LeHHas MHAOPMALUA MOXET ObITb TaKXKe MoNyYeHa NnyTem
onucaHus oTAenbHbIX cnyyaes [9].
B onpepeneHHOM cTeneHn pasnnumns Mexay yCnoBUAMKU KNU-
HWYECKUX NCCNef0BAHUNIA N peanbHoW KAMHUYECKOW NPaKTUKON
HUBENUPYIOTCA NpPWU NPOBEAEHUWN KPYMHbIX MHOFOLEHTPOBbIX
MCcCnefoBaHUi, 1 KOTOPbIX OTOMPAIOT MALMEHTOB B Pa3NINYHbIX
KIMHWYECKUX LieHTpax No eAuHOMY NpoToKony. ITO no3sonser
VYMEHbLIUTb HEKOTOPblE W3 NMepeyncieHHbIX Bbllle Hef0CTaTKOB
33 CYeT YBENMYEHUA ITHUYECKOr0 pasHOOOpasus MalMeHTos,
yyacTus 60JbWOro YNCNa Pas3UYHBIX KIMHWK U CMELUanncToB
M [aeT BO3MOXHOCTb Go/nee peanucTuyHo OLeHUTb 3deKTbl
NpOBOAMMOr0 BMellaTenbcTsa [4, 12, 17]. [pyroit BO3MOXHbI
nyTb YCTPaHEHWs HEAOCTAaTKOB MpPeAperncTpaLoHHbIX paHfo-
MU3MPOBAHHbBIX KIWHUYECKUX MCCAef0BaHWi — nNpoBeAeHne
MOCTMapKeTUHIOBbIX nccnefoBanuii IV dasbl, B KOTOpbIX 4acTo
MCMOJb3YIOT MeTofbl M AW3aiH Knaccuyeckux dapmakosnupe-
MUONOTUYECKUX UCCNeRoBaHuiA [2] U MeTaaHanu3 pe3ynLTaToB
KNMHWYECKUX uccnefosannin [16, 21].
Takum 06pa3oM, HEOGXOAMMO OCO3HABATb, YTO:
® faxe MNpPeKpacHO CNNAaHMPOBAHHbIE U BbINONHEHHbIE,
CNOXHblE U NPOJOMIKUTENbHbIE PAHAOMU3UPOBAHHbIE KOH-
TposMpyemble KnuHudeckue uccnegosanus IIT ¢asbl He
BCerga no3BOAAIOT afleKBATHO CMOAENMPOBaTh 3pdeKTus-
HOCTb M 6e30MacHOCTb NMPUMEHeHWUs npenapata B peajib-
HOM NpaKTuKe;

® 37a MH(OPMALUA MOXKeT GbITb MOjyYeHa B KAMHUYECKUX
nccneposaHuax IV dasbl, B KOTOPbIX UCNONb3YIOTCA pas-
JINYHbIE METOAbI KNMHUYECKO 3NNAEMUON0rK;

® BO MHOTMUX C/Iy4aax MOXeT OKa3aTbCA NpaBUIbHBIM
C 3TWMYECKOW, HAay4HOW M MONUTUYECKOW TOUKM 3peHus
paspewnTb KAMHMYeCcKoe npumeHeHue Hosoro JIC no
pe3ynbTataM BbIMONHEHHBIX KAWHWYECKUX WCCNeAoBaHUM
npu ycnoBuu 6e30TnaraTenbHoOro NpoBeAeHWs 3NUAEMU-
O/IOTUYECKUX UCCNef0BaHNI nocne perucTpalun HoBOro
JNC[3].

METAAHANIN3 PE3VJIBLTATOB KIUHUYECKKUX
WCCNENOBAHUN

MeTaaHanu3 npepcTaBaser cobOi CTATUCTUYECKUIA NOAXOL
AN 06beaMHEHNs He3aBUCUMBIX Hay4HbIX MccnefoBaHuid. Ero
OCHOBHOE 3HauYeHUe 3aK/IYaeTCs B NOJYYeHUU HOBOW MHGOp-
Mauuu NyTeM aHanu3a WMMeIoWUXcs Pe3yibTaToB NMpPOBEAEH-
HbIX MccnefoBaHuMin. MeTaaHanuM3 — cucTeMaTUYeCKUn MeToq,
MCNONb3YOIWMUA CTaTUCTUYECKUIA aHanu3 Ans ob6beaunHeHus
pe3ynbTaToB OTAENbHbLIX UCCAEA0BAHNIA C LENbI0 KONMUYECTBEH-
HOM OLEeHKM 06LWero BAUAHWUA ONMpefeNeHHON npoLeaypbl Ui
nepemMeHHOM Ha ucxoa [13]. Momumo oueHkn obuwero addekTa
MeTaaHann3 WCMOb3YIOT ANsS BbISBIEHUS BO3MOXHbLIX NpU-
YMH Pas3MYMi pe3ynbTaToB, MONYYEHHbIX B OTAENbHbIX WC-
CNnefoBaHUAX.

O0TnnyuTenbHas yepTa 3TOr0 METOAA B CPAaBHEHUW C Tpagu-
LMOHHBIM KayecTBEHHbIM 0630pOM NUTEpaTypbl — CUCTEMATU-
3UPOBAHHOE, CTPYKTYPUPOBAHHOE W MAKCUMaNbHO OOBLEKTUB-
HOe npeAcTaBNeHWe M aHanu3 BCel JOCTYNHON MHbOpMaLuK.
TpafMuMOHHbIE 0630pbl NUTEPATYPbl 0OLIYHO ABAAIOTCA CyOb-
EKTUBHbIMMU.

MeTaaHanu3 obecneuymBaeT KOHLENTYANbHbIE U KONUYECTBEH-
Hble XapaKTepUCTUKU ANs NPOBefEeHUs CTPOTUX CUCTEMATU-
Yeckux 0630poB NIUTEPATYPEI, TPU ITOM CXOAHbIE NOKa3aTenu u3
CPaBHMMbIX UCCNEL0BAHNI CBOAATCA B Tabnuupl, @ nokasarenu
3 hEeKTUBHOCTU COOTBETCTBYIOWMM 06pa30M KOMOUHUPYIOTCS.

Yauwe Bcero meraaHanu3 BbinonHsetca ans o6o6uweHus
pe3ynbLTaToB PaHAOMWU3UPOBAHHBIX KOHTPONMPYEMbIX KIMHUYE-
CKMX UCCNeAoBaHMiA, HanpaBNeHHbIX HA U3yYeHMe OnNpeaeneH-
HOrO BMAA NleYEHUSt NPU KOHKpeTHOM 3abonesaHuun. 0ObIYHO
OaHHbIA MeToA MO3BOASET NOAYYUTb 00Uyl OLEHKY 3ddek-
TUBHOCTW OMpefeNieHHOro BMelaTenbcTBa B BUAE CyMMApHOTo
OTHOLWEHMA (WAHCOB, KOTOpPble MOryT ObiTb ONpeaeneHbl Ans
PasIMYHbIX MOATPYNN MALMEHTOB, HAaNPUMEP TONBKO MYXKUMH.
Bonee cnoxHbie BapuaHTbl MeTaaHaNM30B MO3BOMAIOT TaKkKe
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M3yYuTb BapMaBENbHOCTb Pe3ynbTaToB Pa3MYHbIX UCCeoBa-
HWit 1, ecn pe3ynbTaTbl NPOTUBOPEUNBEI, YCTAHOBUTL BO3MOX-
Hble MPUYUHBI X PACXOXKAEHUS.
Mo3gHee NOSBUAUCH MeTaaHanM3bl pe3ynsTatoB 06cepBa-
LIMOHHbIX 3NUAEMUONOTNYECKUX UCCNEA0BAHUIA U NyOGAKUKALMY,
NoCBALLEHHble 0COBEHHOCTAM Ux meTogonorun [16, 21]. Takue
MeTaaHanu3bl B 6OMblEN CTENEeHN OPUEHTUPOBAHbI HA BbisBE-
HUe BO3MOXHbIX NPUYUH PACXOKAEHUIA NONYYEHHbIX pe3ynbTa-
TOB, BK/IKOYAs BO3MOXHbIE CUCTEMATUYECKME OWINOKH.
OCHOBHbIE eI MeTaaHanu3a paHLOMU3NPOBAHHBIX KOHTPO-
NIMPYEMbIX KIMHUYECKUX UCCNef0BaHNMA:
® yBeNMYEHNE CTAaTUCTUYECKON MOLLHOCTY OLLEHKN OCHOBHBIX
Kputepues 3GhHEKTUBHOCTM B Pa3/IMYHBIX MOLFPYRNax
nauueHToB (B Tex cAyyasx, KOrAa pa3Mmepbl BbIOOPOK
B OTAENbHbIX UCCNeA0BaHUAX HEAOCTATOYHbI ANS [AEeMOH-
CTpaLMM CTATUCTUYECKO 3HAYMMOCTU Pa3NNYKit);

® paspelleHMe HeOomnpefeNeHHOCTU B Tex C/yyasnx, Korga
pe3ynbTaThl NPOBEAEHHbIX UCCNEeA0BAHUIA NPOTUBOPEUNBEI;

® ofyyYeHne OTBETOB HA BOMPOCHI, KOTOPbIE HE paccMaTpu-
Ba/IMCb B UCXOAHBIX NCCNEJ0BAHUSAX.
MeTaaHanu3 paHfOMU3UPOBAHHbLIX KOHTPOJIMPYEMbIX KIUHU-
YECKMUX MCCNEA0BAHMI MOXET OKa3aTbCA MOJIE3HbIM NpU U3y-
YyeHuUu uUenoro psga hapMako3NULEMUONOrMYECKUX BOMPOCOB,
TaKMX Kak:
® BbifiBIeHWE OTHOCWUTENbHO PeAKUX HebnaronpusaTHbIX
MCXOLOB NledeHns (B YACTHOCTW, HeXenaTenbHbIX neKap-
CTBEHHbIX peaKLuil), KOTopble HEBO3MOXHO OLEHUTb
B OTAE/bHbIX KTMHUYECKUX UCCNIEA0BAHUAX;

® onpefesieHne MNPUYUH NPOTUBOPEUUBLIX PE3Y/IbTATOB
OTOENbHBIX KNUHUYECKUX UCCNELOBAHUN;

® BbifiefieHne MOAFpYNN NaLMeHTOB, Yy KOTOPbIX onpepe-
nexHoe JIC unn ppyroe BMelaTenbCTBO MOXET OKa3aTbCs
6onee (unu meHee) 3EKTUBHBIM;

® BbIGOP ONTMMANLHOTO BMAA NeYeHUs U3 HECKONbKUX aNlb-

TEPHATUBHbIX;

® yccnefoBaHMe HOBbIX MOKa3aHUi K npumeHeruio J1C.

Mpeumyuiectea MeTaaHanusa 0COOGEHHO OYEBUAHBI B TeX
CNyyanx, Koraa pasmepbl Nonynsauni B OTAENbHbIX KITMHUYECKUX
UCCNefoBaHNAX HeJoCTaTOUHbI AN oueHku 3ddektos JIC unmn
MONYYEHNA CTAaTUCTUYECKM 3HAUMMBIX PE3Y/IbTATOB.

B To e Bpems BbiNOAHEHWE MeTaaHanM3a CONPOBOXAAETCs
LenbiM pAAOM METOAONOrMYECcKUX npobiem, Cpean KoTopbiX
Hauboee 3HaYMMbIMK ABAAIOTCA NPOBAEMbI KAUeCTBA aHANN3U-
pyeMbIX UCCNeA0BaHMIA, JONYCTUMOCT 0ObeAUHEHNS pe3ybTa-
TOB Pa3fIMYHbIX UCCNEA0BAHUIA, BEPOATHOCTb CUCTEMATUYECKON
OWMOKYM, CBA3AHHOM C MpPEUMyLECTBEHHbIM OMyONMKOBAHUEM
MONOXMUTENbHBIX PE3YNbTaTOB MUCCAEA0BAaHUNA, BO3MOXHOCTb
CUCTEMATUYECKO OWMOKHM, CBA3AHHOW C OTOOPOM AaHHbLIX Ans
BKJIOYEHUMSA B MeTaaHanus.

B nocnepHue rofbl MeTaaHanusbl MojyyaloT Bce 6OMbLUYIO
nonynspHocte. OfHAKO Hapsgy C TOpPsAYMMU CTOPOHHMKAMM
MeTaaHanu3a, akTUBHO pa3pabaTbiBaloWMMKU U NPUMEHSIOWMUMH
€ro /17 NOMCKa OTBETOB Ha pa3HO0Opa3Hble Hay4yHble M Npak-
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3AKNKOYEHUE

Heo6x0AMMO OTMETUTb, YTO HU OAMH M3 BMAOB UCCNEAO0BAHUN,
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OpraHu3aumna cnyXobl MH(EKLUOHHOro
KOHTPOJNIA B KIMHUKE AETCKOM
remaTonorun/oHKonoruu

I. T. CononoBa, A. B. Cauyk, 10. Jl. LllemenuHckasn, B. M. Mupymoea, 0. B. MumeHoBa, A. A. MacuaH, I. A. HoBuukoBa
PedepanbHblli HayYHO-KAUHUYECKUL yeHmp 0emcKol 2eMmamosio2ul, OHKOI02uU U UMMYHOI02uu umeHu mumpus Poeayésa, 2. Mocksa

NHbEKUMOHHbBIE OCNOXKHEHUS SBASIOTCS OCHOBHOM NPUYUHOM NETabHbIX UCXOAO0B Y OHKOTE@MaToNor1yeckux nauueHToB B Nepuos npoBeaeHus
MHTEHCUBHOI Tepanuu. K yxyAWeHuio pe3ynbTaToB Tepanun NpuBOAAT Kak HEMoCpeACTBEHHO WHMEKLMUOHHbIE OCNOXHEHUs (aTpubyTuBHas
CMEPTHOCTb), Tak W HapyLEHHbIA TaliMUHT NPOBOAMMOIA XUMUOTepanuu. 3BecTHO, 4To Npu co6110A€HUN KayeCTBEHHON NPOMUNAKTUKN YaCcTOTY
BHYTPUOOJIbHUYHBIX UHDEKLMIA MOXHO 3HAYUTENLHO COKPATUTL. B faHHOM cTaTbe npeacTaBieH 0630p coBpeMeHHbIX U IQHEKTUBHBIX MEPONpU-
ATWA, NO3BONSAIOWMX CHU3UTb PUCK Pa3BUTUA MHAEKLMOHHBIX OCNIOXHEHNIT B CTaLMOHape.

Knioyessie cnosa: BHYTPUOObHUYHbIE UHDEKLNN, AETH, UHDEKLMOHHBI/ KOHTPOb, FeMaTONOrUs, OHKONOTUS.

Setting up Infection-Control Service in Pediatric Hematology-
Oncology Clinical Hospitals

G. G. Solopova, A. V. Satsuk, Yu. L. Shchemelinskaya, V. P. Pirumova, 0. V. Pimenova, A. A. Mastchan, G. A. Novichkova

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Infectious complications are the leading cause of death in patients with hematological malignancies who are receiving intensive treatment.
Treatment results are affected by both infectious complications (infection-attributed mortality) and by changes in chemotherapy timing.
It is well-established that appropriate prevention measures help significantly reduce the rates of hospital infections. This paper summarizes

the current effective measures that reduce the risk of in-hospital infectious complications.
Keywords: hospital infections, children, infection control, hematology, oncology.

HYTPUGONbHUYHbIE MHbeKuMn (BBU), unu, B cootBeTCTBUM
C COBPEMEHHOW TEPMWUHOMOTUEN, WH(EKLMM, CBA3aHHbIE
C OKasaHuem MepuuuHckoit momowwm (MCMM), ocratotcs
OCHOBHOMN MPUYMHOW CMEpTW U CTpajaHuii rocnUTanu3MpoBaH-
HbIX MauueHToB Bo BceM Mupe [2]. Yactota passutus VICMI B
OTANEHNAX BbICOKOTO PUCKA, TaKMX KaK peaHuMMaLus, MOXeT
pocturath 40% [20]. /3BeCTHO, YTO B 3KOHOMUYECKM Pa3BUTbIX
ctpaHax BBW pazBuBatotcs y 5-12% nauueHToB, B TO BpEMA KaK B
pa3BMBAIOWMXCA CTPaHaXx, B TOM Yncne B Poccum, 3T0T nokasarens
KaK MUHMMYM B 2 pasa Bblwe [4, 23]. Mpu BHYTPUOOIBHUYHOM
MHGbULMPOBAHUM NPOAOIKUTENBHOCTb M CTOMMOCTb TOCMUTa-
NN3auMn yBENMYMBAIOTCA B 3—4 pasa, a nokasatenn CMepTHOC-
M — B 5-7 pa3 [3]. Bce bonee akTyanbHoi CTaHOBUTCS npobne-
Ma pocTa W NOBCEMECTHOr0 PacnpoCTPaHEHWUA MUKPOOPraHu3-
MOB, HE UYyBCTBUTENIbHBIX K aHTWOAKTepuanbHbIM Npenaparam.
Mo aaHHbIM EBponeickoro LieHTpa no KOHTposto 3a60neBaeMocTu
(ECDC), okono 37 000 naLMeHTOB EXEroAHO YMUPAET OT UHEK-
LiMiA, BbI3BAHHbIX MUKPOOPraH13mamu, yCTONYUBBIMU K JeiCTBUIO
aHTMOMOTUKOB. Takum 06pa3om, pa3suTue BEU sBnseTcs BaxHoM
npob6aemoit, BAusOWei Ha 6e30MacHOCTb NALMEHTOB U KA4ecTBO
OKa3blBaeMoi MeauLMHCKON nomouww [23].
Y MMMYHOKOMMNPOMETUPOBAHHbIX NaLMEHTOB, B TOM yucie
CO 3/10KaYecTBeHHbIMKU 3a00NeBaHUAMU KPOBU U CONMULHBIMU

onyxonsmu, nopasneHne GYHKLUNA KPOBETBOPHOR U UMMYHHOM
CUCTEM CBA3aHO Kak C OCHOBHbIM 3aboneBaHueM, Tak U C BO3-
AeiCTBMEM XUMMO- N UMMYHOCYNPECCMBHOW Tepanuu.

Ocobyto ponb B pa3BUTUM WHDEKLMIA, BbI3BAHHBIX SHAOTEH-
HoW (hNIOPOM, Yy AAHHOI TPYNNbl NALMEHTOB UIPalOT HapyLleHune
3alMTHbIX 6ApbepOB KOXM U CIM3UCTBIX 0600YEK, @ TaKXKe pas-
BUTWE OPraHHOW HeAOCTaTOYHOCTU — HEPeAKOro OCNOXHeHUs
MHTEHCUBHOI XumuoTepanuu. MoMUMO 3TOro, 3Ha4YMMbIM (aK-
TOPOM PUCKA ABIAETCA HaNN4YME NPAKTUYECKN Y KaXA0ro TaKoro
nauueHTa pasnnuyHbIX YCTPOMCTB U CUCTEM XU3HeobecneyeHus,
TaKMX KaK LeHTpasbHble BeHO3Hble KareTepbl (LBK), wyHTbI,
Tpaxeo- 1 racTpOCTOMbI, 30HAbI U Ap.

OCHOBHbIE NPUHLUKXNbI NPOPUNAKTUKKU
WHOEKLWA, CBA3AHHbIX C OKA3SAHMEM
MEAULIMHCKOW NOMOLL K

Mpu NNaHMpPOBaHUM N BHESPEHUW NPOrpaMM NO NPeLOTBPaLLEHNIO
pasBUTUA U pacnpoCTpaHeHUs MHGEKLUIA B CTaLlMOHapax Heobxo-
LMMO Y4YNTHIBATb OCHOBHble MeXaHU3Mbl Nepefayn UHMeEeKLUOoH-
HbIX areHToB. Hanbonee yacTblit NyTb — KOHTAKTHbIA. Pasnnyatot
NpAMOi KOHTAKT (TeNecHblil, ¢ GUONOrMYecKUMI CybCTaHLMAMK),
Korfa MHMEKLMOHHBIA NaToreH nepefaeTca Hanpsmyt ot UHdK-
LLMPOBAHHOTO K MMMYHOKOMMPOMETUPOBAHHOMY NaLMEHTY, U ONO-

Macuan Anekceli Anekcandposuy — 0. M. H., npogeccop, 3amecmumesib dupekmopa no HayyHol pabome @IbY «OHKL AMON um. m. Pozauésa»
MuH30pasa Poccuu. 117198, 2. Mocksa, ya. Camopsl Mawena, 0. 1. E-mail: amaschan@mail.ru

Hosuykosa lanuHa AHamonvesHa — 0. M. H., npogeccop, 3amecmumesib OUPEKMOPa NO HAy4YHO-KAUHUYeckol pabome ®BY «PHKL Arov
um. [im. Pozayésa» MuH3dopasa Poccuu. 117198, e. Mocksa, yn. Camopsi Mawena, 0. 1. E-mail: Galina.Novichkova@fccho-moscow.ru

Mumerosa Onv2a BnadumuposHa — enasHas meduyuHckas cecmpa ®IbY «®HKL AMON um. [m. Pozayésa» Munsdpasa Poccuu. 117198,
2. Mocksa, yn. Camopsi Mawena, 0. 1. E-mail: olga.pimenova@fccho-moscow.ru

Mupymosa Banenmuna llemposna — spay-zemamonoe @IbY «®HKL AION um. [jm. Poeauésa» Munzdpasa Poccuu. 117198, 2. Mocksa, yn. Camopes!

Mawena, 0. 1. E-mail: valentina.pirumova@fccho-moscow.ru

Cayyk AHacmacua BnadumuposHa — K. M. H., 8pay-anudemuonoz @rbY «®HKL AION um. [Am. Pozayésa» MuH3zdpasa Poccuu. 117198,
2. Mocksa, yn. Camopsl Mawena, 0. 1. E-mail: Anastasya.Satsuk@fccho-moscow.ru

Cononosa lanuxa leHHadbeBHA — K. M. H., 3a8edylowWas omoesoM UHPeKyuoHHo20 koHmpoaa ®bY «®HKL AION um. [m. Poeayésa» MuH3dpasa
Poccuu. 117198, 2. Mocksa, yn. Camopsl Mawena, 0. 1. E-mail: galina.solopova@fccho-moscow.ru

Wemenunckas 0nus JleonudosHa — spay-3nudemuonoz @IEY «PHKL AION um. m. Pozayésax» MuH3dpasa Poccuu. 117198, 2. Mocksa, yn. Camopsi

Mawena, 0. 1. E-mail: Yuliya.Shemelinskaya@fccho-moscow.ru

14 | Doctor.Bu |

Pediatric Hematology/Oncology No. 10 (111) / 2015



OHKOTEMATOAOTUA ||

CpefoBaHHbI — Yepe3 KOHTAMWHUPOBAHHbIE MPeAMeTbl, Takue
KaK [BEPHbIe PYYKH, CTETOCKONMbI, UTPYLLKMN U T. fi. [EMOKOHTaKTHbIE
MHQEKLMN MOTYT PacnpoCTPAHATLCA BO BPEMS MHBA3UBHbIX MaHU-
NynAuuii Yepes 3apaxkeHHble UMbl U Apyrue OCTpble/pexylune
npeaMeThl, a TakKe Npu nonafaHum 6GUONOTNYECKOro MaTepuana
Ha KOXy W cnusncTble 000104kn. PecnupatopHble matoreHbl
nepegalnTcs Bo3aylWwHbIM (Mycobacterium tuberculosis, Bupychl
KopM 1 BETpsHOW ocnbl) unuM kanenbHbim nytem (Bordetella
pertussis, BUpyCbl rpunna, ageHosupyc) [8].

B paznnyHbix MexAyHapoOaHbIX PEKOMEHAALMAX NPUBOJMUTCA
pAL MeponpusTUiA, NO3BONSIOWMX BbIMONHATL NPOGUNAKTUKY
MH(EKLMOHHBIX OCNOXHEHUI MaKcUManbHO 3ddekTnBHO [19,
24]. C BbICOKOI CTeneHblD [0KA3aTeNbHOCTU PEKOMEH[0BaHbl
Hanuumne B nanarax CUCTEMbl MPUTOYHO-BLITAKHON BEHTUAALUY,
OCYLWeCTBASOWEN BbICOKUIA BO3LYX00OMEH; (UILTPOB TOH-
Kot ouncTtku Bo3gyxa High Efficiency Particulate Absorption
(HEPA), ypanswowmx 4actuubl pa3mepom > 0,3 MKM; NO3UTUBHOTO
LaBNeHUA MeXy nanartoit nauueHTa u kopugopom (= 2,5 Ma),
a TaKXe Xopolen repmeTu3auuu lenei U CTHIKOB B NOMe-
weHnax. BaxHbiM dakTopom B npodunaktuke MHMEKUUN,
B NepBYI0 0Yepefib MHBA3NUBHbIX MUKO30B, ABAAETCA rpaMoOTHOE
NpOBefileHe PEMOHTA B KNMHUKe. HeOGXOAMMO MOMHUTb, YTO
B MPUCYTCTBUM NALMUEHTOB HEMb3A OCYLLECTBAATb HUKAKMUX Mblie-
o6pasyowmnx pabot. COTPYLHUKN UHKEHEPHBIX U TEXHUYECKUX
CNYXO [JOMKHbI BCErfa COMAcoBbIBaTb NpoBefeHue Heobxo-
AWMbIX paboT C 3NUAEMUONOrMYeckon cnyx6oi. Mecto peKkoH-
CTPYKUMA 06513aTeNbHO HYXHO OTropaxuBaTb CreLuanbHom
NblNe3almnTHOM pamMoi, NOTOK NaLMEHTOB AOJIKEH NepeHanpas-
NATbCS, UM HEOOXOAMMO MCMONb30BATH 3aLUTHBIE a3PO30bHbIE
pecnupatopsl (FFP2-tuna). Mocne 3aBeplweHUs PEMOHTHbIX
paboT [OMKHA NPOBOAUTLCSA MHOFOKpATHas KOMMeKcHas ybop-
Ka Cc nocnepylowmum MUKpoOGMoaorMyeckuM KOHTPONEM BO3AyXa.

[onoAHUTENbHBIM BaXXHbIM YCIOBUEM, NPefOTBPALLAOLLUM
BO3MOXHOCTb MH(ULMPOBAHUSA, ABNAETCA UCKIOYEHNE KOHTAK-
Ta NMALMEHTOB C TAKUMU BbICOKOKOHTAMUHUPOBAHHLIMU O0ObEK-
TaMU, KaK LBETbl, 3eMJisi, TPAHCMOPTHbIE KAPTOHHbIE KOPOOKH,
XKMUBOTHbIE U NTULBI. [Na NEeTCKOW KNMHUKKM elle oaHUM (aKTo-
poM nepepaun MHbeKUMit sBnATCA Urpywku. He fonyckatorcs
MATKME NJIOWEBbIE UrPYWKK, HE MOAAAMWMECH CAHUTAPHOI
o6pabotke. TpsAnuuHble UrpywKu MOryT ObiTb TONBKO nepco-
HaNbHbIMU, X HEOOXOAMMO CTUPATh KaK MUHUMYM pa3 B Hepe-
no. TBepAble NNacTUKoBble Urpywku ciepyetr obpabatbiBaTh
Le3vHOUUMpPYIOWMM CPELCTBOM WU/UAK MbITb B 3aBUCUMOCTMU OT
TOrO, UTPAeT UMW OAMH NALMEHT UK HeT.

NMMyHOKOMNPOMETUPOBAHHLIM NaLMeHTaM Heobxo[uMo
cobniofate HU3KODOAKTepuanbHylo aueTy. B yacTHocTu, nauu-
€HTbl He [JOMKHbI yNoTpebnsTb B NULLy Cbipble, TEPMUYECKU
HeoOpaboTaHHble NPOAYKTb U3 PbiObl U MACA, CbIPYI 3eNeHb,
HeMbITble OBOLWM U DPYKTbI, ATOAbI, KMCNO-MONOYHbIE MPOLYKTHI,
COLlepXKallne X1Bble KyNbTYPbl MUKPOOPraHU3MOB, a TaKxke Mef,
COeBbIil coyc, CyXohpyKTLI, opexu, cneuyuun. PaspelleHsl nobble
NpoayKThl, Npolleflmne TepMuyeckyto 06paboTKy, MbiTbie GpyK-
Tbl M OBOLLM C TONCTON KOXYPOK, xneb 1 Bbineyka (B TOM yucne
APOXOKeBbIE).

Ocoboe BHMMaHWE [LOMKHO YAENATbCA JIMYHOW TUTHMEHE.
Y4nTbIBas BbICOKYK BEPOATHOCTb Pas3BUTUS MyKO3uTa/cTOMa-
TUTa, NALMEHTbl [OMKHbI NPOBOAUTL PErynspHyio 06paboTky
NoNOCTU PTa, WUCMOb3YA TONBKO MATKYI0 WAU CUIMKOHOBYIO
3yGHYI0 WeTKy.

TpeboBaHUs K BHelWHeMy BUAY MeAULMHCKOTO nepcoHana
1 yXaXMBaIOLLMX WL, 3aK/TI04AITCA B HEOOXOAMMOCTM 3aKpbIBaTh
YYacTKM Tena C BbICOKMM YPOBHEM MUKPOOHOI KONOHU3ALMK,
TaKMe KaK NOAMbIWKY U CTYMHU HOT (HeNb3sl HOCUTb MaiiKku, Heob-

XO[MMO HafieBaTb HOCKU); HYXHO y6upatb [AMHHbIE BOJOCHI;
3anpelleHbl GopMbl MMPCUHTA C NEPEXOAOM HA KOXY CO CN3U-
CTbiX 060/104eK ry6 1 HOCa; HeJb35l HOCUTD LWEPCTAHYIO OfEXAY.
HeoOx0AnMMO MoAYepKHYTb, YTO Cpasy Mpu MOCTYNAeHUM
nayMeHTa B CTALMOHAp fleyallnii Bpay AOSKEH B [OCTYMHOI
thopMe 06BbACHUTL HOIBHOMY 1 YXaXKMBAIOLLEMY 33 HUM NIULLY BCe
BblLUENEPEUYNCIEHHbIE 0COOEHHOCTH NUTAHUSA U YXOAa.
MeAMUMHCKUI NepcoHan [OMKEH OCO3HAaBAaTb OTBETCTBEH-
HOCTb M 3HAYMMOCTb CBOUX [EWCTBMI MO npepsynpexaeHuio
MHMEKUMA: He KOHTAKTUpPOBATb C MaLMEHTaMu NpU Hanuyuu
NPU3HAKOB OCTPbIX MHGEKLMWOHHbIX 3aboneBaHuii; B ciyyae
BO3MOXHOM0 KOHTaKTa C TaKUMU WHMEKUMAMM, KaK BeTpsHas
0Cna, Kopb, KpacHyxa W fp., Nofy4aTh KOHCYNbTaLmMio y HdeK-
LMOHUCTOB; cObBNOAATL PEKOMEH[LOBAHHbIE CXEMbl UMMyHU3a-
LMK, B TOM Yucne oT rpunna, fudrepuu, kopu, renatuta B.
Peanusaums meponpuatuit no npocunaktuke WHbeKyni
B CTalMOHape BO3MOXHA TOJbKO NMPU HanM4Mu pa3paboTaHHbIX
W CTaHAApPTU3MPOBAHHbIX aNrOpUTMOB AeNCTBUI (aHANOMUUHbIX
aHmos3blyHomy SOP — Standard Operating Procedure), no3sons-
IOLLMX MEAMLMHCKOMY NepCoHany rpamMoTHO M NpoteccuoHabHO
LeliCTBOBATb B COOTBETCTBUM C CYLLECTBYIOLUMMU PUCKAMU.

ONbIT OPTAHU3ALUKN CNYXKBbl MUHOEKLUIMOHHOTO
KOHTPONA B ®HKL, AETCKON FEMATOJIOTUM,
OHKOJIOTUN U UMMYHONOTUN UM. AMUTPUA
POTA4EBA

Ewe Ha 3Tane NpoeKTUPOBKW M CTPOUTENbCTBA HOBOW KAWUHM-
kn OKHL, petckoit rematonoruu, OHKONOTMM U MUMMYHONOTUM
um. Omutpus Poravesa (nanee — LleHTp) 6biiM MaKCUMManbHO
NnpojyMaHbl U BHEAPEHbl MeToAbl NPOMUNAKTUKM MH(EKLMN.
YcTaHoBNEHA MOLWHAs CMCTEMA NPUTOYHO-BLITAXHON BEHTUAA-
UMK, npousBopslas 280 TbiC. KyO6OMETPOB OYMLWEHHOTO BO3-
ayxa B yac ¢ HEPA-unbTpaumeir; B 4acTHOCTU, B OTLENEHUAX
TpaHCnnaHTaLMmM remonoatuyeckux ctonosbix knetok (TICK),
peaHumaLuunm u uHTeHcuBHoit Tepanuu (OPWUT) u B onepaum-
OHHOM 6I0Ke B TeueHMe yaca NMPOUCXOAWT ABAALATUKPATHBI
BO3[lyXx00OMeH, B OCTaNibHbIX OTAENEHUSX — BOCbMUKPATHBIN.
[lna yMeHbleHMs KONMYeCTBA MbIAM B nanatax ycTaHOBAEHbI
HapyxHble anosu, B otaeneHnn TICK MoHUTOpbI TeneBn3opos
pacrnofoxeHsl 3a cTeknoM 6okca. CTeHbl B manatax MoOKPbITbI
cneumanbHbIM 3KONOTMYeckM 6e30nacHbIM COCTaBOM, KOTOPbIi
MOXeT MoABepratecs 00paboTke Ae3nHOULUMpPYIOWMUMU CPea-
cTBamu. Bce wenu B nomeleHnaAx TwatenbHO repMeTU3NpOoBaHbl
MeLULUMHCKUM CUIMKOHOM. B cucTeme BOJONOAroTOBKYM npeay-
CMOTpeHa NpoTUBOJIErMOHeNNe3Has 04nCTKa.

B cBA3M C BLICOKUM pUCKOM pa3BUTUA WHDEKLMIA y nauu-
eHTOB LleHTpa Obino peleHo co3patb OTAEN MHGEKLUOHHOTo
koHTpons (OUNK), 0co6eHHOCTbIO KOTOPOrO ABAAETCA MYNLTUANC-
LMNAVHAPHBIA NOAXOA K NpoUnakTuKe N NeveHunio MHpeKLui.
B otmene paboTalT KAMHWULUCTBI CO 3HAHWEM AETCKOW rema-
TONOrUM N UHGMEKLNOHHBIX BonesHei U rocnuTanbHele anuje-
Muonoru. B cTpykTypy oTAena BkatoueHa GakTepuonoruyeckas
nabopatopus, rie NpoBOANTCA BECh KOMMNNEKC [UATHOCTUYECKUX
MCCNeL0BAHUIA: KNACCUYECKUIA MUKPOOMONOrMYeCcKUin aHanu3
C COBpPEMEHHbIMU BO3MOXHOCTAMMU UAEHTU(MKALMN NATOFEHOB,
BK/IOYAA MaCC-CNEeKTPOMETpUIo, MMMYHO(EPMEHTHbIN aHanu3
1 MONEKYNAPHYIO AMArHOCTUKY. PykoBOAWT OTAENOM Bpay-rema-
TONIOr, NpoLWeAWNi LONOAHUTENbHYIO ClleyuanusaLuio B obna-
CTW KAMHUYECKON MUKpobuonorum.

OCHOBHbIM HanpaBneHMeM JeATeNbHOCTY TPynMbl 3NUAEMMUO-
JIOrOB ABAAETCA CO3AaHWe Hajfiexallero CaHUTapHo-3NuAeMu-
O/IOTUYECKOTO pexuma B yupexaeHuu. B LleHTpe paspaboTaHo
6onee 70 anropuTMoB U pernameHToB: «lpaBunbHas obpaboTka
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pyk», «Mopsagok paboTbl B namuHapHOM wWwKady», «MpuHLUNbI
paboTbl C LLEHTPaNbHbIMY BEHO3HbIMYU KaTeTepamuy, «TpuHLUMbI
VYXOAa 3@ TPaxeocToMaMu U ractpoctomamm» u T. 4. C uenbto
KOHTPONA MX BbINONHEHWUS 3NWULEMUONOTU NPOBOAAT CUCTEMA-
TUYECKWIA BHYTPEHHUN aymuT € 00s3aTesibHbIM MUKPOGMONO-
ruyeckum aHanuzom. CotpygHuku OWK coBmecTHO ¢ rmaBHOM
MefUUMHCKOW cecTpoit LleHTpa perynspHo opraHusyioT obpa-
30BaTeNlbHble CeMWHapbl W MacTep-knaccel C MNOCAeAyWmUmM
3K3aMeHaLMOHHbIM TeCTUPOBAHNEM MeAMNLUHCKOTO nepcoHana.

Uensto pabotsl knuuuumuctos OUK sBnsioTcs u3yyeHue
cnekTpa 6akTepuanbHbX MHGEKUUIA M WMHBA3UBHLIX MUKO30B
y nauueHTtoB LleHTpa, aHanu3 pe3nCTEHTHOCTM MUKpoopra-
HM3MOB M 3dekTMBHOCTU Tepanuu. CoBMeCTHO C feyalmnmm
BpayaMu UMW NPOBOAATCS EXEeAHEBHbIE OCMOTPbI U 06CYXAEHNSA
NauMeHToB C MHMEKLMOHHBIMU OCNOXKHEHUAMU, pa3pabaTbiBa-
loTCs NeyebGHO-ANarHOCTUYECKME NNaHBI,

C yueTom Toro 4To BCe nauueHTsl LleHTpa oTHOCATCA K rpynne
puUCKa pasBUTUA TAXENbIX UHGDEKLUI, OblN0 NPUHATO pelieHune
0 NPOBEAEHUN [BYX CKPUHWUHTOBbLIX MPOrpamMm: ofHa W3 HUX
HanpaefieHa Ha BbiiBNEHUE MUKPOOPraHW3MOB, MPOAYLMPYIO-
wux B-naktamasel pacwupenHoro cnektpa (BJIPC), BTopas —
Ha OOHapyXeHWe HOCUTENbCTBA METULMIIMH-PE3UCTEHTHO-
ro sonotuctoro cradunokokka (MRSA). CornacHo npuHsaTOMY
nnaHy nNauWeHTbl MPOXOAAT MepBUYHOE o6CnefoBaHue npu
rocnuTanu3auuu v B Nepuop NpoBeAeHNUs WHTEHCUBHOIO neye-
HUA 06CnedyioTcas C NEpUOAUYHOCTbIO B CPeHEM OfMH pa3
B MecALl. Pe3ynbTatbl CKPUHUHIOBbIX NCCNEA0BAHUN B flaNlbHEl-
lWeM YYUTHIBAIOTCA NPU NPUHATAM pelleHus 06 3MNMpUYecKon
W LeneHanpaBneHHOW aHTUMUKPOOHOW Tepanuu nauueHTOB,
a Takxe, B ciyyae HeoOX0AMMOCTM, NO3BONAIOT CBOEBPEMEHHO
NPeanpUHATL N30ALNOHHbLIE MEPbI.

BaxkHo nopuepkHyTb, 4TO BbiABAeHMe y nauneHTos BJIPC He
ABNAETCA abCONIOTHBIM NOKa3aHUEM K NMPOBEAEHMIO Nepopanb-
HOW fekoHTaMuHauuu. G. J. Lewis u coaBT. npofeMOHCTpUpOBa-
W, YTO COKpaLLeHne NCnob30BaHNA HTOPXUHONOHOB NPUBOANT
K CHUXEHWUI0 YPOBHA PEe3UCTEHTHOCTU CUHErHOMHOM MNanoyKku
[12]. Ha ceropHAWwHKWIA feHb BO MHOTMX 3anajHblX remarono-
TMYECKMX LEeHTPax PYTUHHYI NepopasbHylo LEeKOHTaMUHALMIo
He NPOBOJAT MMEHHO 13-3a OMACHOCTH KOJOHM3ALWUKN OpraHu3-
Ma NaLWeHTOB MyNbTMPE3UCTEHTHbIMW matoreHamu. B LeHTpe
Takxke Obl0 peleHo 0TKA3aThbCs OT WUPOKOTO NpoduaakTuye-
CKOro MCNoNb30BaHUs aHTUOUOTUKOB, B NepByto ouepedb dTop-
XWUHOJIOHOB, 1 NPUMEHATH UX NILb B UCKIOYUTENbHBIX CyYasnX,
Koraa B aHamHe3e y nalueHTa Ve Oblna Taxenas uHdekuus,
Bbl3BaHHaA MybTUPE3NCTEHTHBIMU MUKPOOPraHM3Mamu.

B cnyyae konoHmsaumn MRSA nauueHTbl NonyyalOT AEKOH-
TaMUHALWIO B YCIOBUAX WM30MALUM, CHATME KOTOPOW NpPOBO-
LUTCS TONbKO MPU AOCTUXKEHWUU OTPULLATENBHOTO MUKpOOGUONO-
rmyeckoro pesynsrtara. [ockonbky Haubonee YacTblM JIOKYCOM
KONOHM3ALMN ABNAETCA MONOCTb HOCA, ANA AEeKOHTaMUHaLMUK
UCMONb3YIOTCA WMHTpPaHa3aNbHble annauMkauun 2%-Hoi Masu
MYMUPOLIMHA, CIM3UCTbIE MONOCTH pTa 06pabaThiBaOTCA PacTBO-
pamMu aHTUCENTUKOB, COLEPXAaLMX XNOPreKCUAUH, OKTEHWLMUH
UMW NOBUAOH-WOA.

MpoBeaeHne CKPUHUHIA NO3BOAMIO [OCTUYb HU3KOM YacTo-
Tol BcTpeyaemocTu MRSA-undekuuit B LleHTpe. 3a 2014 rop
KonoHusauus MRSA Gbina 3apeructpupoBaHa y 55 u3 1328
(4,14%) nauMeHTOB «Ha BXOfe» B KIWHUKY, MocnepytoLnii
CKPWHUHT, NPOBOAMBLUMIACA B AMHAMUKE, BbIABUA NuLb 8 (0,6%)
nauuentos ¢ MRSA. bakTepuemus, Boi3BaHHas MRSA, pa3sunack
B TPEX M3 3TUX BOCbMM CJlyYaes, YTo coCTaBmnio 1,28% ot obuiero
yncna baktepuemuii (n = 234) u 2,17% OT rpamnoaoXuTENb-
HbiX GakTepuemuii (n = 138). W nuwb y OfHOro nauueHTa,

KOTOPOMY He NMpOBOAMNACL AeKOHTaMUHaLusA, pa3sunca MRSA-
accouMMpOoBaHHbIA cencuc. MonyyeHHble faHHbIe NOATBEPXKAA-
0T ONpaBAAHHOCTb U 3D (EKTUBHOCTL NPOBOAUMOTO CKPUHUHTA,
NeKapCTBEHHOI npounakTuky u nsonauum nauneHtos ¢ MRSA.

MeponpuaTua, HanpasneHHble
Ha NpoMNAKTUKY UH(PEKLUIN, CBA3AHHDIX
C 0KasaHMeM MeJULMHCKON NMOMOLLM

Ons 3cddekTMBHON peanusauum NpoPUNAKTUKM UHDEKLUIA
OWK LeHTpa Gblv BbigeneHsl cnedylolime 0CHOBHbIE Hanpase-
HWA: TUTMEeHa pyK Kak OCHOBHOM nyTb npepoTepauweHns UCMI,
Ae3nHbeKLuns NoBepxXHOCTENl, CTepunansauus 060pyLOBaHUS,
OpraHu3aumus U3oNALMOHHbIX MEPONPUATUIA U BHESPEHNE CUCTE-
Mbl KOHTPOJS UCMONb30BAHUSA aHTUOMOTUKOB M NPOTUBOTPUOKO-
BbIX Mpenaparos..

MMrueHa pyk. [lokaszaHo, YTo TMr1MeHa pyK sBAsSieTCA Hambo-
Nlee 3HauMMbIM (DAaKTOPOM B NpepynpexpaeHun passutus BBU.
06paboTka pyk 3hdheKTMBHA Npu COBMIOAEHUN PALA YCNOBMIA:
1) npu NpaBUNbHO BbIGPAHHOM AHTUCENTUKE, 2) MPaBUIbHOI
TeXHUKe U 3) CBOEBPEMEHHOM WCMONHEHUW. [JokasaHo, uTo
AHTUCENTUK [OMKeH copepxarb He MeHee 70% 3TWnoBOro
6o 60% nponunoBoro cnupra. TexHUKa BbIMONHeHUs obpa-
60TKM pyK npepcTaBneHa esponeickum ctanpgaptom EN 1500.
[lokasaHo Takxe, YTO MO CPaBHEHUIO C peryaspHoit 0bpaboT-
KOW PYK KOXHBbIMW @HTUCENTUKAMU 4acToe MbiTbe PYK BOAOIA
1 MbIIOM NPUBOAMUT K BONee BbIPaXKEHHO CyXOCTHU W, KaK Clej-
CTBMWe, K Pa3BUTUIO XPOHUYECKNX MOPaXKeHWit Koxu pyk [13].

MbITbe pyK HE06X0AMMO NPY BUAMMOM 3arps3HEHUN U B Ciy-
yasx KOHTaMMHaUMM cnopoobpasyLmnMm GaKTepUaMU, TaKUMU
kak Clostridium difficile. B 2009 r. BO3 ony6nukoBana pekomeH-
Lauumn no rurueHe pyk, B KOTOPbIX BbieNeHbl «NATb MOMEHTOB
06paboTKM pyk»: 1) nepef KOHTAKTOM C NauueHTOM, 2) nepes
npoBefeHMeM acenTUYeCKUX MaHWmynasauui, 3) nocne noTeH-
LMaNbHOTO KOHTAKTa C NtoObIMIU BUONOTUYECKUMI KMUBKOCTAMM,
4) nocne KOHTaKTa C MaLMEHTOM U 5) NOC/e KOHTAKTa C NOBEpX-
HOCTAMM, OKpyXKatoWwumu nayuenTa (puc. 1)[22].

OfHaKo HeobX0AMMO MOMHWUTL O TOM, YTO CyliecTBytOT dak-
TOpbl, AeNatoLme TEXHUYECKU TPAMOTHYI0 06paboTKy pyK Heab-
(heKTUBHON. B HeCKONbKUX KPYMHBIX UCCeA0BAHUAX MO TUTMeHe

Puc. 1. Pekomenaanmm Becemmproit oprarmsanm
3APABOOXPAHEHHA 110 TUTHEHIYECKOH 00paboTKe
pyx [22].

[ Ipumeyare. 1 — neped Kormarmom ¢ nayuerinomy;

2 — neped evinonmenuemM acenmuveckux npoyeoyp;

3 — nocae 803MONCHOZ0 KOHINIAKINA ¢ OUOA0ZUYECKUMU
HCUOKOCTIAMU,

4 — nocae Konmaxma ¢ nayueHnIoMy,

5 — nocae KoHmarma ¢ nosepxXHocAMU, OKPYHearouuMu
& nayuenma

”,------------.~
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PYK K TakuM dakTopam Oblan OTHECEHbI HOLWEHWE Ha 3anACTbAX
4acoB unu GpacNeToB, HolWEHUe Konew, TM60 HaKNafgHbIX HOTTEN,
a TaKXe JMHA CBOGOAHOTO Kpas HOrTel, Npesbilaowas 2 MM
[10, 11, 22].

HecmoTps Ha To YTo rurneHmdyeckas ob6paboTka pyk aBnsercs
KpaeyronbHblM KamHeM B npepfoTBpaleHuu passutua WCMII,
no pgauHeim D. Pittet, yactota ee BbINONHEHMA He npeBblwaeT
50%. B KpynHbix HabnofaTenbHbIX UCCNENOBAHUAX BbIABIEHbI
OCHOBHble (aKTOpbl, MPUBOAALLME K HU3KOW BbINOJHAEMOCTU
06paboTKM pyK: HEXBaTKa BPEMeHW y nepcoHana, Heypoob-
HOe pacrnofoXeHWe WM Manoe KONMYECTBO A03aTOPOB KOXK-
HbIX aHTUCENTUKOB, GOA3Hb Pa3BUTUA MOPAKEHUS KOXKM PyK,
VBEPEHHOCTb B 3alUUTHbIX CBOICTBAX MepyaToK, OTCYTCTBUE
poneBoi Mofenu noBefeHUs KOMNEr, a TaKke CKenTULU3M
1 Hecornacue ¢ pekomeHgauusamm [18].

B LleHTpe noctosiHHO Begetcs obyuyeHue MeanepcoHana,
NalLMeHTOB U POAMUTENEN NPABUNbHON TeXHUKE 00pabOTKM PyK,
NPOBOAATCA MACTepP-KNaccChl, CO3AaHbl METOAMYECKME NOCOOUs
u BupeothunbMbl. MmeeTcs 60MbWLOE KONMYECTBO MOTUBMPY-
IOWMX NIAKATOB C [EeMOHCTpalueil TeXHUKU 0OpabOTKM PyK.
MpogymaHa cucTema pacnofioXXeHWs [03aTopoB, B TOM yucne
MPUKPOBATHbIX, C KayeCTBEHHbIMU TUMOANNEPreHHbIMU aHTU-
cenTMKamu. Yoensetcs BHMMaHWe He TonbKo 06paboTke, HO
M YXOOy 3@ KOXel pyK mepcoHana — KMeeTcs [OCTaTovHOoe
KOJIMYECTBO CMELMaNU3NPOBaHHbIX 3aLMUTHBIX U IeYeOHbIX Kpe-
MOB. JTa Mepa ABNAeTCA OfHUM U3 (PAKTOPOB, MOBbIWAKLMUX
BbINOJIHAEMOCTb NpoLeaypbl.

DlesuHdeKuyua noBepxHocTtei. 04eBnaHoO, YTO ObECNeyeH e
rurneHnyeckoi 6e30MacHOCTY, @ UMEHHO yAaneHWe NaToreHHom
thnopsl, HefoMyleHWe ee pocTa M pacnpocTpaHeHus, Tpebyet
NPUMEHEHUS KAyecTBeHHbIX U 3dEKTUBHLIX Ae3uHbuumupy-
lowux cpeacts. Haubonee KOHTAMUHMPOBAHHLIMU OOBLEKTAMU
ABNATCA MOBEPXHOCTU, HAXOAALMECA B HEMOCPeACTBEHHOM
67M30CTM OT MALMEHTa, YTO ObIIO MOKA3aHO B MUCCNeA0BaHWUU
no oGHapyXeHUI0 BAHKOMULMHPE3UCTEHTHOTO IHTEPOKOKKA B
nanare nocne BeINUCKM nauuenTa (puc. 2) [16]. K obbvektam
60/IbLWOM 3HAYUMOCTU OTHOCATCA TaKKe NpefMeThl, Haubonee
4acTo KOHTaKTMpylOlWMe C pyKamu: ABEPHble PYYKM, KHOMKK
1 1. . Moatomy B LleHTpe 06paboTke 3TUX MECT yaenseTcs 0co-
60e BHUMaHMe.

B LleHTpe BHegpeH Haubonee coBpeMeHHbI MeTon y6op-
KM Npu nNoMOWM cucTeM yOBOPOYHBIX TenexeK W MOMOB.
MpuMeHATCA [BYXWArOBbIA METOA W METOA NpefBapuUTeNbHOI
NOATOTOBKM MOMOB U candeTok c cobnfeHUeM NPUHLUNOB
1BeTOBOro KoauposaHus. CotpyaHuku OWK paspabotanu Bce
HEOOXOAMMble anropuTMbl paboTel, B TOM 4KCIe Kacaloluecs
BbIGOpa A€3MH(EKTAHTOB U MOIOWMUX CPEACTB, PEXKUMOB Ae3UH-
(hekuumu, nocnesoBaTeNbHOCTU NpoBedeHnUs YOOPKK, PeXMMOB
CTUPKW U XpaHeHus monos. B LleHTpe perynspHo npoBoauTCs
KOHTpONb KauecTBa YOOPKM, BKlOYaKOWMiA B cebs NpoBepKy
KOHLEHTpaLun paboynx pacTBOPOB Ae3MH(DEKTAHTOB, UCMONb-
30BaHMe cneuuanbHbix hNlopecUypyoLLNX MapKepoB, MUKPO-
OGuonornyeckunii aHanus. [ns uccnepgoBaHuin 3NUAEMUONIOTU
LEenaloT CMbIBbI C Pa3/IMYHbIX MOBEPXHOCTE M 3a60pbl BO3ayXa
acnupauMoHHbIM MeTofoM. Mukpobuonoruyeckue uccneposa-
HUA NPOBOAAT Kak B paMKax NMporpamMbl NPoOM3BOACTBEHHOMO
KoHTpons LieHTpa, Tak 1 N0 3NMAEMUONOrNYECKUM NOKa3aHUAM.
Takue UccnefoBaHus, B YaCTHOCTM, NO3BOAUAM NOA06PATL ONTH-
MasibHble PEXUMbI le3MHMEKLUM CTOKOB B Cly4ae KOJOHU3aLnm
CUHErHOMHOM nanoukoii (puc. 3).

Crepunu3saums. B komnnekce mep no npeoTBpaLLeHunio pas-
Butna VCMI npuHuMnuanbHoO BaxKHa rpamoTHAas OpraHu3aums
OYUCTKW M CTEpUNN3aLMUN XUPYPrUYECKUX MHCTPyMeHTOB. [ns

Puc. 2. Bossaenue BﬂHK()R[I/IHHHPCBHCTCHTHOTO
E)HTCP()KOKKQ B ITaAQAT€ ITIOCAC BBIIIMCKHU ITAITMCHTA

[15]

represents VRE culture positive sites
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Puc. 3. Camxenne xkouramusarmu Pseudomonas
aernginosa IMOCAE IIPOBEACHUA A€3UH(UITHPYIOIIIEH
0b6paboTtku cTokoB, %o (darnnsie DHKI demcxoi
2eManon0eutl, OHKOA02UY U UMMYHOAI02UY M. AMumpus
Pocauésa)
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10 Ae3nHbeKymumn nocse aesuHdeKLum
N Ps. aeruginosa = 7%

npefoTBpaleHns pucka WHPULMPOBAHMA NepcoHana B Kiu-
HUYeCKUX oTaeneHmax LleHTpa NpoBOAMTCA TONbKO MepBUYHASA
pe3nHdeKUMs UHCTPYMEHTapus, BCa nocnepyiouas obpabot-
Ka, BKNOYasa NpeAcTepuan3aLnUOHHYI0 OYUCTKY, Ae3nHPeKLmnio
U CTepuAN3aLmIo, BbINOJHAETCA B LEHTPaNbHOM CTepuamn3aLu-
oHHoM oTgeneHun (LICO).

B uenax coxpaHeHus cTepunbHOCTM Matepuanos B LleHTpe
MCNONb3YIOT 3aKpbiTble TPAHCMOPTHblE TEeNeXKu, npefoTBpa-
wawuwme KoHTamuHauuio. Inuaemuonorn LleHTpa nposoasT
TWATeNbHbIA KOHTPONAb 3(PGHEKTUBHOCTM OTMbIBKM Cneuuanb-
HbIMW TeCTaMW — WMMUTATOPAMU 3arpA3HEHHbLIX UHCTPYMEHTOB.
[ns ctepunusaumm Gonblen YacTu MHCTPYMEHTOB UCMONb3YIOT
Knaccuyeckuit meton napoBoit crtepunu3auuu. [enukartHble
MHCTPYMEHTHI (B TOM 4WCIe MPUMEHSEMble B HelNpoXupypruu,
0(hTanbMoN0rmM), UHCTPYMEHTHI, He NoABepratLmecs 06bIYHOI
cTepunusauuu (ONTUKa, fpenu, nposoja U T. 4.), obpabdateiBatot
MEeTO[,OM HU3KOTEMNEepaTypHON NNa3MEeHHOW CTepuan3auuu.
WcknioyeHnem u3 npuHATBIX npaBun fe3nHdbekuun ssnsertca
06paboTKa I3HAOCKOMMYECKOr0o 060pyA0BaHMSA, KOTOPAs NPOBO-
OMTCA HenoCpefCTBEHHO B OTAENEHWM IHLOCKOMUM B COOTBET-
CTBUW C COBMECTUMOCTBIO TeX MW UHBIX IHAOCKOMOB C pPa3nuy-
HbIMU [le3nHdeKTaHTamMu.

Mo Bmpy npoBoaumbix Manunynauuin B LleHTpe ycTtaHoBne-
Hbl TP MOEYHbIX MallWHbI: AN GPOHXOCKOMOB, racTPOCKOMNOB
M KONIOHOCKONOB. XpaHeHWe YUCTbIX 3HAOCKOMOB MPOUCXOAUT
B 3HAOCKOMMYECKOM LWKady, 06opynoBaHHoM HEPA-cunsTpamu,
4T0 06€CNeYMBAET BO3MOXHOCTb UX UCNONb30BAHUSA B TEYEHUE
72 yacos. [ins TpaHcnopTupoBku B apyrue otgeneHus (OPWUT,
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onepayuoHHblii 6/10K) MCMONb3YIOTCA Chneuuanu3npoBaHHbe
TENEXKM CO CTEPUNIbHBIMU OfHOPA30BbIMU MaKeTaMU-BKNAfbI-
wamu. NMpumeHeHWe TaKUX TPAHCMOPTHLIX CUCTEM HEOBXOAMUMO
M AN npeaoTBpaueHus 06paTHOM KOHTaMMHaUMKM nocne
MCNONb30BAHUA 3JHOOCKONA, B OTAENEHWE 3HAOCKONUU ero
TpaHCNOPTMPYIOT AN nocheaytolieir 06paboTKM B ynaKoBaH-
HOM Bupe.

OpraHusauna wu3onAuuM. Hecmotps Ha BeCb KOMMeKC
3MUAEMMOIOrNYECKUX MEPONPUSATHIA, B KITUHUKE NEPUOANYECKM
BbIABNAIOTCA NALMEHTbI, KOJIOHU3UPOBAHHbIE MYNIbTUPE3UCTEHT-
HbIMW MaTtoreHamu. B Takux cuTyauusx NOMMMO CTaHAApT-
HbIX Mep NMpPefOCTOPOXXHOCTM BAXHO OPraHW30BaTb M30MALM-
OHHble Meponpuatus. B LleHTpe npuHaTa U30nAUuMA 4eTbipex
BU[OB: KOHTAaKTHas, KOHTaKTHas C HeOoOXOOUMOCTbIO MbIThbs
PYK, a3po30/ibHas M KOHTaKTHO-a3po3osibHas. Ha asepb nana-
Tbl M30IMPOBAHHOIO NaLMEHTa CHApPYXW NOMELAoT TabanyKy
C yKa3saHuem TpebGoBaHwii, NpefbABASEMbIX K NOBEAEHUIO nep-
COHana, noceTutenei u yxaxueawowmx nuy (puc. 4). B Tambyp
nanatel YCTaHaBAMBAIOT CTONUK C HEOOXOAMMBIM PACXOAHbIM
MaTepuanoMm, a TaKKe KOHTeiiHepbl Ans cbopa OTXOM0B Knac-
coB Aunb.

Cuctema ONTUMM3aLUUM UCMOJNIb3OBAHMA aHTUOMOTUKOB.
B nocnepgHve aBa pecatunetus Bce 6onee 3HAYMMON B pasHbiX
CTpaHax CTaHOBUTCA npobneMa pasBuUTUA MHGEKLMI, Bbi3biBa-
eMbIX MYNbTU- M NAHPE3UCTEHTHLIMU MUKpOOpraHusmamu. BO3
onpeaenuaa pactylyyto aHTMOMOTUKOPE3UCTEHTHOCTb KaK 0fHYy
13 Hanbonee BaXHbIX NpoGaeM 340poOBbs YenoseyecTsa. B mo-
6anbHom goknage BO3 (2014) oTMeYeHo, 4TO BECb MUP BCTyNaeT

l)l/lC. 4 HPIIIIIU/II IbI ()pl'ﬂ,l IM3aITH KOHTAKTHO-
aspozoabHOl usoadrun (darnsie QHKIL dermcxoil
2eMani0n0z i, OHKOA0ZUY U UMMYHOA02UY UM. AMmumipus
Pozauésa)
STOP!
KOHTAKTHO-A3P030J1IbHAA N30J1ALNA

N £
nyTU nepefaqun MHbeKumn: firEL; </
— o

o6paboTaiTe pyKu KOKHbIM
AHTUCENTUKOM nepep
KOHTAaKTOM C NaLueHToM

HafleHbTe MacKy n 0ﬂH0pa3OBbll7I Xanat
npu Bxofe B nanaty

NPy KOHTaKTe C NaLunMeHToM
HajeHbTe nepyaTtkun

AepKuTe ABEpb B Nasnary 3aKpbiToil

oTxogbl «knacc b»  oTxoabl «knacc A» NpyU BbIXOAE U3 NANaThl:
’Q — c6pocbTe nepyaTku, OfHOPA30BBIi
\*\ Xanar, Macky B oTxofsl «knacc b»
S G

i g - obpa6ortaiite 060pysoBaHme
) | Bl (dhoHeHpockon, Y3N-annapat u T. a.)

He BbIHOCUTE OTXO[bl U3 Manatbl

06paboTaiTe pyKn KOXHbIM
AHTUCENTUKOM nepes
BbIXOZOM W3 Nanarsl

B 3pY HeAeNCTBUTENbHOCTUN aHTUOMOTUKOB AaXe Npu pasBuUTUM
GaHanbHbix MHbekunin [21]. NanHas npobnema ycyrybnsercs
KpaliHe OorpaHnyeHHbIMWU BO3MOXHOCTAMM (hapMaKoiornyecKkom
WHAYCTPUK B pa3paboTKe M BbIMYCKE HOBbLIX MOKONEHWI aHTU-
GakTepuanbHbIX npenaparos [6].

OfHa M3 OCHOBHbIX MPWUYMH (POPMUPOBAHUS PE3UCTEHTHO-
CTW COCTOWT B HEpaLMOHaNbHOM WUCMONb30BAHUN aHTUMUKPOO-
HbIX MpenapaTtoB. MexAyHapoAHbIN M HALMOHANbHBIA OMBIT
CBUAETENbCTBYET O TOM, YTO OCHOBHBIM MEpPONpUATUEM MO
COEPXKMBAHUIO AHTUOUOTUKOPE3UCTEHTHOCTU SBNSETCA BBefe-
HUe MpOrpamMM MO KOHTPOMIO WUCMONb30BAHUS AHTUOUOTUKOB
[1]. BeimonHeHue 37O 3afa4YM BO3MOXKHO MpU OCYLWECTBNEHNUM
LleNoro KOMMieKca AeiCTBUIA, TaKUX Kak BBeLeHWe anroputma
IMNUPUYECKOI aHTUOAKTEpUANbHOI Tepanuu, BHELPEHWE ONTH-
MaJibHbIX CXeM KOMOUHMPOBAHHOI W LefeHanpaBieHHol Tepa-
MUK, KOHTPONIb CBOEBPEMEHHOW OTMEHbl aHTUOAKTepUanbHOro
JIeYeHMs, ONTUMU3ALMA UHTPAONEPALMOHHOM aHTUOaKTepUuanb-
HoM Tepanuu. B LleHTpe paspaboTaHbl anropuTMbl IMNMpUYe-
CKOW aHTMOAKTEPUANbHOI Tepanuu npu passuTun hebpunbHo
HeilTponeHnH, a Take BbIpaboTaHbl OCHOBHbIE MPUHLUMBI Liefe-
HanpasfeHHOW Tepanuu.

B anroputme amnupuuyeckon Tepanuu AaHbl XapakTepu-
CTUKM TaKUX COCTOSHWMN, KaK HeMTponeHMYeckas JMUXOPAAKa,
Cencuc, pasnuyHble BUAbI NOKanbHOW MHdeKuun. MauneHTsl
CTpaTUULMPOBAHbI HA TPYNMbl PUCKA MO Pa3BUTUID UHGEK-
LMOHHBIX OCNOXHEHUN, NPUHAANEKHOCTb GONLHOTO K TOW UK
MHOW rpynne pucka onpefenser BblGOp CTApTOBOW 3MAUpU-
YecKO aHTUOaKTepuanbHoil Tepanuu. B anroputme ykasaHbl
HeobxoMMblii 00bEM MCCNeAoBaHMil, ycnoBuUs MoauduKaumm
M CBOEBPEMEHHOW OTMEHbI aHTWOaKTepuanbHoit Tepanuu. o
NpOLWECTBUM FOfA OT MOMEHTA BHEPEHUSA aNropuTMa Bbiu usy-
YeHbl pe3ynbTaTbl €ro UCnoNb3oBaHns. B cpaBHeHun ¢ npepbiay-
MM rofioM B LleHTpe OTMEYEHO CHMXKEeHWe NPUMEHEeHUA Takux
aHTUOMOTUKOB, Kak BaHKOMUUMH (Ha 64%), nunepauuinuH/
Taz06akTaM (Ha 15%), amuHornuko3ugel (Ha 15%), dTopxuHo-
noHbl (Ha 7%). B To e Bpema Ha 25% yBeANYMNOCH UCMONb30-
BaHue LedanocnopmHoB 3-ro U 4-ro nokoneHus u Ha 30% —
NnHe3onmnaa.

CnepyeT yTOYHMTb, YTO oTheneHus LeHTpa pasnuyanuch
no CBOEN NpUBEpXEeHHOCTU K B3aumopencteuio ¢ OUMK u K
NpUMEHEHWIO NpeLCTaBAeHHOro anropuTMa. Haunydwee BHep-
peHue CUCTeMbl ONTUMU3ALMM WUCNONb30BAHUSA AHTUOUOTUKOB
npogemoHctpuposano OPUT. Hecmotps Ha To uyto B OPWUT
KOHLEHTPUPYIOTCA Hanbonee TXesble COMaTUYECKUE BONbHbIE
KaK OHKOrematoNorMyeckoro, Tak U XMpypruyeckoro npoguns,
B OTAENEHWU YAANOCb 3HAYMMO COKPATUTb NPUMEHEHWUEe aHTU-
61oTHKOB Bcex knaccoB (puc. 5). NMpu 3ToM ypoBeHb MHMEKLM-
OHHOI4 NeTanbHOCTH, aCCOLMMUPOBAHHOW C pa3BUTUEM TpUOKO-
BO-GaKTepuanbHbIX OCIOXHEHWIA, HE NOBbICUNCS.

N3BecTHO, YTO NoKasaTenem, xapakTepusylowmum 3 heKTus-
HOCTb MPOrpaMMbl KOHTPONS WCMONb30BAaHWUS AaHTUOUOTUKOB,
ABNAGTCA WHAEKC NleKapcTBeHHoM yctoitunsoctu (MI1Y), koTo-
pbiii 0TOOpaxaeT AMHAMUKY YCTOWYMBOCTM MUKPOOPraHW3MOB
B 3aBMCUMOCTM OT YacTOTbl NOTPEONEHUA PA3NUYHBIX AHTU-
MUKPOGHbLIX npenapatoB. Mo MCTeYeHUM roaa MCMONb3OBAHUSA
anroput™ma B LleHTpe Obln npoBefeH aHanu3 pe3UCTEHTHOCTU
Haubonee 3HAYMMbIX FPaMOTPULATENbHBIX MUKPOOPraHW3MOB.
MokaszaHo cHuxeHne WJIY Takux natoreHoB, kak Pseudomonas
aeruginosa, Escherichia coli v pap ApYrux rpamMoTpuLaTENbHbBIX
MUKPOOPraHWU3moB (puc. 6). laHHble pe3ynbTaThl, Ha HalW B3MAL,
ABNAKTCA AOCTATOYHO YCNELWHbIMY, TaK KaK 3@ rOf A0 BHeApeHuA
anroputma B LleHTpe KpaliHe akTyanbHOM Gbina 6opbba ¢ cuHer-
HOWHOI NanoyKoil, EAMHCTBEHHLIM MpenapaTom Npu 3ToM Obin
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Puc. 5. AmHamuka cokparieHns NCIIOAb30BaAHUA
AHTHOMOTHKOB B OTACACHUU PEAHNMAIIIN

n nateHcuBHON Tepannu, DDD (daily defined
dose — ycTaHOBACHHBIE CYTOYHBIC AO3BI)

Ha 100 xoitko-AHel (darrvie Dedepanvriozo Hayuro-
KAUHUYECK020 Yenmipa 0emcKoll 2eMantoNozitl, oHKOA02UHY
& U ummynonoeuu um. Amumpus Pocauésa)
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Puc. 6. AuHamika HHAEKCA ACKAPCTBEHHOMN
ycrorransoct (darinvie OHKI demcxorl
2eManioN0zutl, OHKOA0ZUY U UMMYHOA02UY UM. AMunipusn
Pozauéea)

Escherichia coli

Klebsiella pneumoniae
Pseudomonas aeruginosa
Acinetobacter baumannii
Enterobacter cloacae
npoyune rpamoTpuLaTensHole

MUKPOOPraHmn3mbl

0,6
0,5
- ——
0,3 1

=
0,2
01

S —

0 T 1
2013 2014

KonucTumeTar Hatpus. OfHAKO Ha rpaduke YeTKO NMPOCIEXU-
Baetcsa poct WY Klebsiella pneumoniae, Enterobacter cloacae
u Acinetobacter baumannii.
WNcxopns M3 BbllWecKasaHHOro, MOXHO CAenatbh cheaylolyne
BbIBOfbI:
® CoKpalleHue M ONTUMM3ALUA PACXOA0B AHTUOMOTUKOB
HeobXoaUMbI;
® Ha npumepe Hanbonee TAXKeNbIX NayMeHTos LleHTpa, Haxo-
pawmxcs B OPUT, pocToBEpHO NOKa3aHO, YTO 3TO BO3MOX-
HO;
® [aHHble MeponpuUATUA HANPAMYI BAUAIOT HAa CHUXKEHUE
PE3UCTEHTHOCTN MUKPOOPraHU3MOB WU, YTO HEMAIOBAXHO,
NO3BONAIOT CyLWECTBEHHO ONTUMU3UPOBATL pacxop hUHaH-
COBbIX PeCypcosB.

MNepcneKkTuBHbIE HanpaBneHna pa6GoTol
CNYK6bl MHEKUMOHHOTO KOHTpPONSA
Bce BbiwenepeyncieHHble MEPONPUATUS NO NPOdUIAKTUKe
M ONTUMU3ALMM NIEYEHUs UHODEKLMOHHBIX OCIOXHEHUN ABNA-

toTCst 6a30BbIMU M HAXOAATCA B MOCTOSHHOM PA3BUTUM U YCO-
BEpLWeHCTBOBaHUM. B HacToswee Bpems 3annaHWMpoBaHb
¥ HAYMHAKT CBOIO peanu3auuio pasjiMiHbie HOBble NMPOTOKOJbI
no npegoTepalleHmnio BBU.

3TV NpoeKTbl HanpaBfeHbl B NepBYl OYepefb Ha KareTe-
paccounupoBaHHble MHdekuun kposoToka (KAWK), uHdek-
LMK, CBA3aHHbIE C ONEPaTUBHbIM BMELIATENbCTBOM, BEHTUNATOP-
accouMMPOBaHHble MHEBMOHUU W MH(EKLMN MOYEBbIBOAALMX
nyTei, aCCOLUMPOBAHHbIE C HAIMYMEM MOYEBLIX KaTETEPOB.

M3BecTHo, uTO Hanbonee Yactbim Bugom BEW asnsiotcs KAUK
[22, 23]. C uenblo MMHUMU3ALMM YACTOTLI UX pa3BUTUSA B LieHTpe
cosgaH anroputm no yxoay 3a LIBK, nomobpaHbl Haubonee
3tdekTUBHbIE CpefcTBa Ae3nHdeKumn n Gukcaummn. Hecmotps
Ha 04YeHb BbICOKMIA KO3 PuumneHT ncnons3osanua UBK y nauu-
€HTOB KNMHMKK, YacToTa pa3sutua KAUK B pasnnyHeix otaene-
Huax LleHTpa He OTAIMYAETCA OT MeXAYHAPOAHbIX JAHHbLIX U HA
CerofHAWHNN feHb cocTaBnseT 1,24-2,51 cnyyas Ha 1000 ka-
TeTep-gHent [17]. Ona panbHeitwero cHuxenus yactotel KAUK
3annaHMpoOBaH KOMMNEKC [JONONHUTENbHBIX MEeponpuUATUi:
co3JaHue rpynnbl COCYyAUCTOro AOCTYNa, NPOBEAeHUe TPeHWH-
roB C UCMONb30BaHMEM BUEOMATEPUANIOB U APYrUX 0OyYatoLmMX
nporpamm Ans Bpayein n CpesHero MeauLUHCKOro nepcoHana.

Btopoit no vactote WCMM sBnsetca uHdekuus obnactu
XMpypruyeckoro BMelwarenbcTsa. Mo gaHHbIM LleHTpoB no KoH-
Tponto n npodunaktuke 3abonesanuit CLIA (Centers for Disease
Control and Prevention — CDC), npu npoBefeHun onepauuii
BbICOKOTO PMCKA 4acToTa Pa3BUTUA MHMEKLMIA MOXET AOCTU-
ratb 30%, 4TO NPUBOAUT K YBENUYEHUIO CMEPTHOCTU B 2-—
10 pa3 [5, 9]. B Llentpe 3a 2014 rog nposefeHo 1147 onepa-
TUBHbIX BMeLATeNbCTB, B COOTBETCTBUM C AaHHbIMK CDC, yacToTa
MOCTXMPYpruyeckux nHdekuuin morna npesbicuts 300 cnyyaes
B roj.

[na npodunakTMKM MHMEKLNIA, CBA3AHHBIX C XUPYPrUYecKnm
BMELLATEIbCTBOM, BCE OnepaLyoHHble KuHKUKK LieHTpa obopyao-
BaHbl CUCTEMOMN BEHTUAALMM C NAMUHAPHBIMU NOTOKAMU BO3LYXa,
npoxoaawnmu yepe3 HEPA-cunbtpel. Mepen npoxogom B one-
paLMOHHBI 670K NpesycMOTpeHO 06s3aTeNbHOe NepeofeBaHme
nepcoHana, nauMeHTOB W COMPOBOXAAWIWMX UX POJUTENeid.
[lokasaHHbIM (haKTOpPOM puCKa pa3BuUTUA WHDEKUUKU ABNAeT-
ca 6puTbe 06NaCTM OMEpaTUBHOTO BMELIATENbCTBA, MO3TOMY
B LleHTpe npuMeHsAOTCA cheunanbHble aTpaBMaTUYHbIe Kaunne-
pbl C O4HOPA30BbLIMW HAacafjKamu, B TOM YUCNe Ais HelpoXupyp-
rmyeckux manunynauuin [15]. B cA3n ¢ Tem 4To, KaK U3BECTHO,
rUNoTEPMUA NaLMeHTa BO BpeMs OnepaLmm Takxe apnsetcs hak-
TOPOM pUCKa Pa3BUTUA MH EKLMUY, BbINO NPUHSATO pelleHre npu
NpoBeAEHUM NObIX ONepaTUBHLIX BMELIATENbCTB UCMOb30BaTb
cUCTEMbI A1 MHTpaonepaLuMoHHoro oborpesa [14].

Oco6as 3HauMmocTb B LieHTpe npupaeTcs MHTpaonepauuoH-
HOIi aHTMGaKTepuanbHoil npodunakTuke. Bo BHUMaHMe npu-
HUMalTCA npegnonaraemas ¢iopa C y4eToM aHaTOMUYECKOW
NIoKanu3auum onepaumu, JaHHble NpejWwecTBYOLEro CKPUHUHTA
Ha MRSA u BJIPC 1 dapmaKkoKkmnHeTUYeCKUe 0COOEHHOCTU aHTU-
GaKTepuanbHbIX npenapatoB. AHTWOaKTepuanbHas npodunak-
TUKA MOXeT OblTb YCMEWHON TONbKO NPU NPaBUIbHOM Bbl6ope
aHTMOMOTMKA W TpWU €ro MPUMEHEeHUU B MpPaBUIbHOW [O3e
1 B NpaBuabHoe Bpems [7].

3AKJIIOYEHUE

MpenynpexneHue pa3BUTUA UHMEKLMIA, CBA3AHHBIX C OKa3aHu-
eM MepuuuHckoi nomowu (MCMM), pomkHo GbiTe mpuopuTeT-
HbIM HanpaBneHuem Ans Moo KAUHUKK. [NaBHBIM MOTUBMPY-
WM (GakTopoM, MOMUMO ONTUMU3ALMUM PACXOAOB KIUHUKK,
ABMAETCA COXPAHEHWNE 3A0POBbA U XMU3HU nauueHToB. Kaxabii
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COTPYAHUK, OT AUPEKTOpa A0 NpeACcTaBUTeNei MNajLWero Meau-
LMHCKOTO MepcoHana, Ao/MKeH HecTU WHAMBUAYaNbHYI OTBeT-
CTBEHHOCTb 3a npepoTtepalwenune passutua UCMI u aBnaTbes
4acTblo KOMaHAbl MHMEKLMOHHOrO KOHTpoAs. Mpu opraHu3ayum

JINTEPATYPA

1.

N

10.

11.

12.

lycapos B. I., 3amamur M. H., Tenabix b. A., Onpuwexko Y. B. u dp.
AHMu6UOMUKOpe3UCMeHMHOCMb: Nymu peLueHus npobiemsl 8 MHO-
2onpogunbHom cmayuoHape // Becmu. HMXL um. H. Y. lMupozosa.
2014. T. 9. Ne 3. C. 108-112.

. OcHOBHbIE KOMNOHeHMb! 01 NPO2PaMM NPOPUAAKMUKU UHPeKyull

U UHGEKYUOHHO20 KOHMpOAA: BcemupHas opeanuzayus 30paso-
oxpaHeHus. URL: http://www.who.int/csr/resourses/publications/
WHO_HSE_EPR_2009_1/ru/index.html (dama obpaweHus —
29.02.2015).

. Mokposckuii B. ., Akumkur B. I"., bpuko H. W., bpycuna E. b. u dp.

BHYmMpuGoIbHUYHbIE UH(EKYUU: HOBbIe 20pU30HMbI NPOGUAaKMU-
Ku // Inudemuonoaus u uHgekry. 6onesHu. 2011. Ne 1. C. 4-7.

. Allegranzi B., Bagheri Nejad S., Combescure C., Graafmans W. et al.

Burden of endemic health-care-associated infection in developing
countries: systematic review and meta-analysis // Lancet. 2011.
Vol. 377. N 9761. P. 228-241.

. Anderson D. J., Kaye K. S., Classen D., Arias K. M. et al. Strategies

to prevent surgical site infections in acute care hospitals // Infect.
Control Hosp. Epidemiol. 2008. Vol. 29. Suppl. 1. P. S51-61.
Bassetti M., Merelli M., Temperoni C., Astilean A. New antibiotics for
bad bugs: where are we? // Ann. Clin. Microbiol. Antimicrob. 2013.
Vol. 12. N 22. P. 1-15. URL: http://www.ann-clinmicrob.com/
content/12/1/22 (0ama obpaweHus — 29.02.2015).

Classen D. C., Evans R. S., Pestotnik S. L., Horn S. D. et al. The timing
of prophylactic administration of antibiotics and the risk of surgical-
wound infection // N. Engl. J. Med. 1992. Vol. 326. N 5. P. 281-286.
Damani N. Manual of infection prevention and control. Oxford
university press, 2012. P. 6-7.

. Dimick J. B., Pronovost P. J., Cowan J. A., Lipsett P. A. Complications

and costs after high-risk surgery: where should we focus quality
improvement initiatives? // J. Am. Coll. Surg. 2003. Vol. 196. N 5.
P. 671-678.

Fagernes M., Lingaas E. Factors interfering with the microflora on
hands: a regression analysis of samples from 465 healthcare wor-
kers // J. Adv. Nurs. 2011. Vol. 67. N 2. P. 297-307.

Hautemaniere A., Cunat L., Diguio N., Vernier N. et al. Factors
determining poor practice in alcoholic gel hand rub technique in
hospital workers // J. Infect. Public Health. 2010. Vol. 3. N 1.
P. 25-34.

Lewis G. J., Fang X., Gooch M., Cook P. P. Decreased resistance of
Pseudomonas aeruginosa with restriction of ciprofloxacin in a large
teaching hospital's intensive care and intermediate care units //
Infect. Control Hosp. Epidemiol. 2012. Vol. 33. N 4. P. 368-373.

rPamMoTHOTO MH(MEKLMOHHOrO KOHTPONS HeT BTOPOCTENEHHbIX
peTaneil, cobN0fan BeCb KOMMIEKC npefynpesuTenbHbix mep,
MOYHO NpefoTBpaTUTb A0 50% Cly4YaeB Pa3BUTUS BHYTPUOONb-
HUYHBIX UH(EKLMA.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

Léffler H., Kampf G., Schmermund D., Maibach H. I. How irritant is
alcohol? // Br. J. Dermatol. 2007. Vol. 157. N 1. P. 74-81.

Melling A. C., Ali B., Scott E. M., Leaper D. J. Effects of preoperative
warming on the incidence of wound infection after clean surgery:
a randomised controlled trial // Lancet. 2001. Vol. 358. N 9285.
P. 876-880.

Niél-Weise B. S., Wille J. C., van den Broek P. J. Hair removal policies
in clean surgery: systematic review of randomized, controlled trials //
Infect. Control Hosp. Epidemiol. 2005. Vol. 26. N 12. P. 923-928.
Noskin G. A., Stosor V., Cooper I., Peterson L. R. Recovery of
vancomycin-resistant enterococci on fingertips and environmental
surfaces // Infect. Control Hosp. Epidemiol. 1995. Vol. 16. N 10.
P. 577-581.

Pirumova V. P., Solopova G. G., Mougkou K., Kopsidas I. et al. Central
line associated bloodstream infections in a pediatric cancer center
in Russia // ESPID. 2015, in press.

Pittet D. Improving compliance with hand hygiene in hospitals //
Infect. Control Hosp. Epidemiol. Vol. 21. N 6. P. 381-386.

Sullivan K. M., Dykewicz C. A., Longworth D. L., Boeckh M. et al.
Preventing opportunistic infections after hematopoietic stem cell
transplantation: the Centers for Disease Control and Prevention,
Infectious Diseases Society of America, and American Society
for Blood and Marrow Transplantation Practice Guidelines and
beyond // Hematology Am. Soc. Hematol. Educ. Program. 2001.
N1.P. 392-421.

Vincent J. L., Rello J., Marshall J., Silva E. et al. International
study of the prevalence and outcomes of infection in intensive care
units // JAMA. 2009. Vol. 302. N 21. P. 2323-2329.

World health organization. Antimicrobial resistance: global report
on surveillance 2014. URL: http://www.who.int/drugresistance/
documents/surveillancereport/en  (0ama  obpaweHus
29.04.2015).

World health organization. Guidelines on Hand Hygiene
in Health Care, 2009. URL: http://whqlibdoc.who.int/
publications/2009/9789241597906_eng.pdf (dama obpawe-
Huf — 29.04.2015).

World health organization. Report on the Burden of Endemic Health
Care-Associated Infection Worldwide. URL: http://whgqlibdoc.who.
int/publications/2011/9789241501507 _eng.pdf (0ama o6pauje-
Hus — 29.02.2015).

Yokoe D., Casper C., Dubberke E., Lee G. et al. Infection prevention and
controlin health-care facilities in which hematopoietic cell transplant
recipients are treated // Biol. Marrow Transplant. 2009. Vol. 44. N 8.
P. 495-507. @

22 |

Doctor.Ru |

Pediatric Hematology/Oncology No. 10 (111) / 2015



OHKOTEMATOAOTUA ||

OcTpasa noyeyHas HefOCTaTOYHOCTb Y AEeTEN
C OHKOremarosiorm4yecKou narosiorveu

U. . Xamun?, M. H. Netpoesa?, [i. C. Jiynes?, B. B. Jlazapes?, [I. B. JiuteBunos?, I. A. HoBuukoga®, A. A. Macuan'
T PedepanbHeblli HayYyHO-KAUHUYeCKUL yeHmp Oemckol eeMamosio2uu, OHKOI02UU U UMMYHO02UU uMeHu mumpus Poeayésa, 2. Mocksa
2 Poccutickuli HayuoHanbHbIlb uccnedosamensckuli meduyuHckul yHusepcumem umenu H. Y. [lupoeosa, 2. Mocksa

Llenb 0630pa: 06CyaeHNE OCHOBHbIX MPUHLMUMOB AUArHOCTUKM OCTPOrO NOBPEXAEHUS NOYEK U 0COBEHHOCTEM JAHHOTO OCTOXHEHUs Y feTeil
C OHKOreMaTtosior1yeckoii natonoruei, onpeaeneHve nokasaHuii K Hauany noyeyHo-3amectutensHoii tepanuu (MN3T).

OcHoBHble nonoxeHus. OcTpas NoYeyHas HeAOCTaTOYHOCTb ABNAETCA YACTbIM CUHAPOMOM, PA3BMBAIOWMMCA Y NALMEHTOB PEAHUMALMOHHOTO
npoduIA U CYWECTBEHHO OCIOXHAKWMUM TeYeHUe OCHOBHOTO 3aboneBaHus. B cratbe 06CYXAAIOTCA COOCTBEHHbIE AaHHBIE O MPUMEHEHUU
NOYEYHO-3aMeCTUTENbHbIX TEXHONOMUI B CPaBHEHUM C ONYOAUKOBAHHBIMU NUTEPATYPHLIMU AaHHbIMU. AHanu3npyetcs 3HEKTUBHOCTb Npu-
MEHEHUS AAHHOTO BWAA TEpPanuu y NauMeHTOB MOC/e TPAHCMIAHTALMM TeMONO3TUYECKUX CTBOIOBLIX KNETOK. AKUEHTUPYETCA BHUMaHWe Ha
pasfnYHbIX PEXUMax NpoduIaKTUKKU TpoM6006pa3oBaHus npu nposeseHnn MN3T, UCNONL30BAHWM PErMOHAPHON LMTPATHON aHTUKOArYNSALUN Y
NaLWeHTOB C BLICOKUM PUCKOM reMopparnyeckux 0CNoXHeHUN. AHanM3npyloTcs BO3MOXHble ocnoxHeHus M3T 1 netanbHoCTb B rpynne nauu-
€HTOB C OCTPbIM MOBPEXAEHNEM MOYEK.

3aknioyeHue. Ha coBpemeHHOM 3Tane PasBUTUA UHTEHCUBHON Tepanuu M3T CTAaHOBUTCS OAHWUM M3 OCHOBHBLIX METOLOB IEYEHUS THKENbIX
nauueHToB, Hapsaay ¢ NBJ1. OaHako, HeCMOTPS HA BO3MOXHOCTM PaHHEro NpoTe3upoBaHus NOYeYHOM YHKLMUM Y AeTeil OHKOreMaToNornyeckoro
npodus, BDKMBAEMOCTb CPEAM NALMEHTOB, MONYYAIOWMUX AAHHBIA BUA TEPAnuu, OCTAETCS YPE3BbIYANHO HU3KOWM, YTO ABAAETCS OTpaXKEeHUeM
00Lei TAKECTH COCTOAHUS NALMEHTOB

Kntoyessle cnosa: ocTpas noueyHas HeOCTaTOYHOCTb, NOYEUHO-3aMeCTUTENbHASA Tepanis, OHKOreMaTonornyeckas naroaorus.

Acute Renal Failure in Children with Hematological Malignancies

I. G. Khamin?, M. N. Petrova?, D. S. Lunev?, V. V. Lazarev?, D. V. Litvinov!, G. A. Novichkova?, A. A. Mastchan®
* Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

2 N. L. Pirogov Russian National Research Medical University, Moscow

Objectives of the Review: 1) To discuss the basic principles of diagnosing acute renal damage and the specific features of this complication
in children with hematological malignancies and 2) to define the indications for renal-replacement therapy (RRT).

Key Points: Acute renal failure is commonly seen in patients in intensive-care units and significantly complicates the underlying disease. The
authors discuss their own experiences with renal-replacement therapies and compare that to published data. They also analyze the efficacy of
these therapies in patients with a history of hematopoietic stem-cell transplantation. In addition, they focus on different treatment regimens
used to prevent thrombotic events in patients receiving RRT and describe the use of regional citrate anticoagulation in patients at high
risk of hemorrhage. The review also analyzes the possible complications of RRT and the mortality rate in patients with acute renal damage.
Conclusion: At the current stage of intensive-care development, RRT is becoming one of the main treatment options for severely-ill patients;
others include mechanical ventilation. However, despite the fact that in children who have hematological malignancies renal function can
be replaced at early stages, survival rates in subjects receiving this therapy remain very low, reflecting the severity of their overall status.
Keywords: acute renal failure, renal-replacement therapy, hematological malignancies.

B 2004 r.

UChYHKUMA NOYEK NpeacTaBiseTcs OAHUM M3 Haubonee

YacTblX MATONOrMYECKUX COCTOSHMIA Yy peaHUMalMOHHbIX

naLMeHTOB, HEePEeLKO ABAAACH CUMNTOMOM MOMMOPraHHoOA
HepocTatoyHoCcTU. fof OCTPOi NMOYEYHOM HefoCTaTOYHOCTbIO
(OMH) npuHATO NOHMMATL OCTPO BO3HUKLUME HAPYLIEHUSA FOMEO-
cTaTuyeckon (yHKLMM MOYEK BCIEACTBME WX OPraHMYecKoro
NOBPEXAEHUs, YTO NMpPOSBAAETCH B ObICTPOM W BbIPAXKEHHOM
CHWXEHWUM [Wype3a U a30TOBbIAENNTENbHON (hYyHKLMW, BOJHO-
3/1EKTPOIMTHOM W KUCIOTHO-LLENOYHOM AucOanaHce, a Takxe
CONpPOBOXAAETCA MOpaxeHuem QaKkTUYeCKn BCeX OpraHoB
1 CUCTEM OpraHusma [4-6].

Ha Bropoi MexayHapoaHON KOHCEHCYC-KOH-
tepenumn rpynnsl Acute Dialysis Quality Initiative (ADQI)
TEPMUH «OCTpas MOYeYHas HeLoCTaTOYHOCTb» Obll 3aMeHeH
Ha «ocTpoe noyeyHoe nospexpeHue» (OMNM) u 6bina NpuHA-
Ta HoBas Knaccudukauus, nonyymswas HassaHue RIFLE —
Risk (puck), Injury (nospexpeHue), Failure (HepocTa-
To4yHocTb), Loss (ytpara), End-stage renal disease (tepmu-
HafbHaf XpPOHWUYecKas MovyeyHas HepocTaToyHocTb) [13].
CornacHo paHHoW knaccudukaumu, ctaguposanue OMM ocy-
LWeCTBASAIOT Ha OCHOBE MOBbIWEHNUS YPOBHSA CbIBOPOTOYHOO
kpeatuHuHa (CK) KpoBM MAM CHUXKEHWUS paAcyeTHOW Benu-
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YnMHbl KnyboukoBoil dunbTpauuu nubo auypesa (maba. 1)
[10, 13].

B 2012 r. 6biam npuHatel «[pakTuyeckne Knunuyeckue
pekomeHpauumu «bonesHu nouyek: ynydylweHue MoOBANbHBIX
pesynetatoBy (Kidney Disease: Improving Global Outcomes —
KDIGO) mexpayHapoaHoii Paboueil rpynnsl No 0CTPOMY NOYEYHO-
My nospexgaeHuio (Acute Kidney Injury Work Group), onpenens-
towwue OMM kak nosbiweHune yposHsa CK Ha 0,3 mr/an unu 6onee
(>26,5 MmkmMonb/n) B TeyeHune 48 yacoB unu B 1,5 pasa unu 6onee
MO CPaBHEHMIO C UCXOLHBIM YPOBHEM (€CNN AaHHOE NOoBbIWeHe
NpoM30oWN0 B TeYeHWe npepwecTByOWMX 7 AHeit). [uarHo3
ONM ycTaHaBNMBAIOT TaKkKe, eciu 0ObeM BblgeNseMOn MoYM
coctaenseT meHee 0,5 mii/kr/y4 3a 6 yacos [20]. CtagupoBaHue

HapyweHue dyHKUMM noYek BcTpevaeTcsa y 2—7% naumeHToB
CTallMOHAPOB, Y NALMEHTOB Xe peaHMMaLWOHHbIX OTAENeHUi
yactota OMMN gocturaet 35% [7].

Okono 5% nauueHToB peaHMMALMOHHbIX OTAENEHUN HyXAa-
loTCA B noyeyHo-3amectutenbHoit Tepanumn (M3T). B HekoTopbIX
rpynnax, Hanpumep cpeau OONbHbIX, NEepeHeCWnX KapauoXupyp-
rMyeckue onepaLmu Uim c onpegeneHHbIMU Hoonoruamm (cencu-
COM U 1ip.), YUCNIO MALMEHTOB, KOTOpbIM Tpebyetcs M3T, gocTuraer
B OTAENbHbIX cnyyasx 70% [20, 23, 24, 28]. B uenom konnyectso
GONbHLIX B OTAENEHUAX WHTEHCUBHOWM Tepanuy, HYXLAIWUXCS
B TaKOM JieueHuu, Bo3pocsio ¢ 50 yenosek Ha 1 MH HaceneHus
B KoHLe 80-90-x rogoB XX Beka Ao 270 Ha 1 MAH HaceneHus
B 2006 r. [lna cpaBHEHWA: KOMMYECTBO MALMEHTOB C OCTPbIM

0NN cornacHo pekomeHpaumam KDIGO npeactaBneHo NOBPEXAEHWEM NErkux, KoTopbiM TpebyeTcs nposegeHue WBJI,
B mabsuye 2. oueHuBatoT B 112-323 yenoBeka Ha 1 MIH HaceneHus [2, 9, 28].
Tabaura 1 l
Kaaccudukamua ocrporo moueuynoro mospesxaeansa RIFLE [13]
* Hopma cbiBoOpoTouHOro Kpearunuua — 44—-88 mxmoan/ A [1]
Cragum VYpoBeHb CbIBOPOTOYHOTO KpeaTMHUHA / KNy6ouKoBas Nnypes

tunbrpauus

Cragusa pucka (Risk)

noBblIlWEeHNe YPOBHA CbIBOPOTOYHOTO KpeaTuHMHa B 1,5 pa3a
0T UCXogHoro*

unu

CHWXeHMe Kny6ouKoBOM hunbTpaumu 6onee yem Ha 25%
(Hopma 90-140 mn/mMuH)

< 0,5 mn/Kr/u4 3a 6 yacos

MospexpaeHue (Injury)

MOBbIlEHNE YPOBHA CbIBOPOTOYHOTO KpeaTHUHA B 2 pa3a
unu
CHUXeHMe Kny6o4KoBOM dhunbTpaumn 6onee yem Ha 50%

< 0,5 Mn/Kr/4 3a 12 yacos

HepocTatouHocts (Failure)

MOBbILLIEHNE YPOBHA CbIBOPOTOYHOIO KpeaTuHWHa B 3 pasa
unu unu
6onee yem Ha 350 MKmMonb/n,

unu

€r0 0CTPOE MOBbIWEHUE HA 45 MKMONb/ T,

unu

CHUXeHMe KNy6o4KoBO# dhunbTpaumn 6onee yem Ha 75%

< 0,35 Mn/Kr/4 3a 24 vaca

aHypus B TeyeHue 12 yacoB

Yrpata dyHkuum (Loss)

CTOliKas noTeps noyeyHoil hyHKLMM Gonee 4 Hepenb

TepMuHanbHas XpoHuYeckas
noYyeyHas HefOCTaTOYHOCTb
(End-stage renal disease)

Heo6paTwma;| noyeyHas HeLOCTAaTOYHOCTb B TeYeHne 3 MecsLeBs U 6onee

Tabauma 2 l

Craauu oCTPOro IIOYEYHOI0 IIOBPEXKACHHUA COTAACHO KAMHIYecKnM pekoMeHaanuaM Kidney Disease:

Improving Global Outcomes [20]

unu

unu

unu

noBblWeHWe fo > 4,0 mr/an (= 353,6 mkmonb/n),
Hayano 3aMecTUTeNbHOW NoYeyHoil Tepanum

y 60/bHbIX Mnagwe 18 f1eT CHUKEHME pacyeTHON CKOPOCTH KNy6OUYKOBOIA
tunbrpaumnn < 35 ma/MuH Ha 1,73 M?

Cragusa CbIBOPOTOYHbIN KPeaTMHUH 06beMm BbigensieMon Moumn
1 B 1,5-1,9 pa3a Bbllie UCXOHOTO YPOBHSA < 0,5 MA/Kr/4 3a 6-12 yacos

unu

noBblWeHWe Ha > 0,3 mr/an (> 26,5 Mkmonb/n)

B 2,0—-2,9 pa3a Bbllle UCXO[HOrO YPOBHS < 0,5 mn/Kr/4 3a 12 yacoB unu 6onee
3 B 3,0 pa3a Bbllle NCXO[HOTO YPOBHSA, < 0,3 Mn/Kr/y4 3a 24 4yaca unu 6onee

unu

aHypus B TeyeHune 12 yacos unu bonee
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Cuutaetcs, yto nosblweHue yposHa CK Ha 45 MKkmonb/n
accouumMpoBaHo € 6,5-KpaTHbIM MOBbIWEHMEM pUCKA CMep-
TW, 3,5-KpaTHbIM yBeNUYEHWEM ANUTENbHOCTU FOCMUTann3auum
M AOMONHUTENbHBIMU 3aTPaTaMK Ha JleYeHue, COCTaBAAIOWMUMU
okono 7500 ponnapos CLUA [9, 24].

HecMoTps Ha 3HauuTeNbHble [OCTUXEHUA B 061aCTU Noyey-
HO-33aMeCTUTENbHbIX TEXHONOTNIA, NeTaNbHOCTb, aCCOLUMPOBAH-
Has c OfM B oTmeneHusx WHTEHCUBHON Tepanuu OCTAETCA
HEU3MEHHON Ha MPOTFAXEHUW MNOCNEAHUX Tpex AeCATUNETHi
u gocturaet 50% [2, 5]. PakTopbl pUcKa NeTanbHOrO MCXOA,
obycnosnenHoro OMM, npegcrasnexsl B mabauye 3.

B nocnegHue rofbl COCTOAHME NALWEHTOB peaHNMaLMOHHOTO
npocuns c OMMN 3HaYMTeNbHO YNyYWKMAOCH 33 CYET pa3BUTMA
npoaneHHoi M3T. Mog 3TMM NOHMMAIOT NtoOble IKCTpaKop-
nopanbHble METOAbl JIeYeHUs, UCNOJb3yeMble KPYMIOCYTOYHO
B TeYeHWe fAUTeNbHOTO Nepuopa. B HacTosee BpeMs NpOBOASAT
HECKONbKO npoueayp: reModubTpaLmio, reMoananns, reMoama-
tunbTpaumio u ynetpadunsTpaymio [11].

Mpu NOCTOAHHOI BEeHO-BEHO3HOI 2eMoguIbmpayuu KpoBb
TEYeT MO OAHY CTOPOHY BbICOKOMPOHMLAEMOi MeMOpaHbl. 310
NPOMCXOAMUT N3-33 KOHBEKLMM, KOTAA BOAA W MaNeHbKue Mofe-
Kynbl (MeHee 20 k[la, B 3aBUCMMOCTM OT pa3mepa nop uabTpa)
NPOXOAAT CKBO3b MeMOpPaHy W3 30Hbl BbICOKOTO [AaBNEHMUSA
B 0011aCTb HU3KOTO faBneHus. Yiaempagunsmpam 3amelsa-
etcs (U3N0NOrMYHEIM pacTBopoM Ao dunstpa (npesunioums)
unu nocne dunbtpa (NOCTAUAIOLUA) NO NPUHLMNY «pa3baBuTh
M oTXKaTb». benku nnasmbl U KNETKU KPOBU CAULIKOM BENUKU
M NO3TOMY He NPOHWKAIT yepe3 membpaHy. Yem Bbiwe 06b-
eMbl ynbTpaduasTpauum, Tem Gonblue KAMpeHc monekyn. Mpu
NPOANEHHO BEHO-BEHO3HOW ynbTpatunbTpauum npouCxXopuT
M30/MPOBAHHOE yAaneHune BOfbl.

Mpu NOCTOAHHOM BEHO-BEHO3HOM 2eMoouau3e KpoBb TeyeT
no OAHY CTOPOHY BLICOKOMPOHULAEMOIi MeMOpaHel, fuann3ar —
no Apyryto CTOPOHY 1 B MPOTMBOMOJOXHOM HanpaBeHNU OTHO-
CUTeNbHO TOKa KPOBU. 3a cYeT Anddy3nm ManeHbkne MoneKynbl

NPOXOAAT CKBO3b MEMOPaHY MO rPafneHTy KOHLEeHTpauuu (Boaa
He nepemeljaeTcs Yepe3 MeMbpaHy) CO CKOPOCTbi, 0bpaT-
HO NMPOMOPLMOHANBHON UX MONeKynapHon macce. llocToaHHas
BEHO-BEHO3Has eeMoouagpuibLmpayus coyetaet B cebe NpUHLM-
nbl fuddy3num n KOHBEKLUN.

MpoaneHHble NOYeYHO-3aMeCTUTENbHbIE MPOLEeAYpPbl NMO3BO-
NAIOT NOCTOAHHO MEe[JIEHHO YAANATb XUAKOCTb, KOPPUrNPOBaTb
HapylWeHUs KWUCAOTHO-ILEeN0YHOro, OCMONAPHOIO W 3eKTpo-
JIUTHOTO COCTOSIHWIA, HE BAWAS CYLECTBEHHbIM 06pa3oM Ha
remoauHamMuKy, bnarogaps yemy B BbI6ope NeyeHus NauueHToB
peaHumaunoHHbix otaenedun ¢ OMM um otpaetcs npuoputet
nepen Gonee TPaLULMOHHON WMHTEPMUTTUPYIOLLEA AUANU3HOI
Tepanueil. flononHutensHole 3ddekTsl 3T BKAOYAlOT perpec-
CUI0 MHTEPCTULMANBHOTO 0TEKA, MACCUBHOE YAANeHNe WUPOKOTo
CMeKTpa naToreHHbIX CybCTPaToB, KOPPEKLUMI0 rUnepTepMum
uT. 4.

OCHOBHbIM NOKasaHWeM K Hayany OCTpOro Avanusa cny-
#uT OMM, cootBeTcTBytOUEE KpuTEpuaM «[ToBpexaeHue» unu
«HepocTtatouHoctb» no knaccudukaumm RIFLE: onuroaHypus
c Temnom auypesa meHee 0,3-0,5 ma/kr/4 (< 50 mn/m?/y) 6e3
OTBETa Ha BBeAeHWe dypocemuaa B fo3e 10 mr/kr/cyT Ha dhoHe
2-3-kpatHoro nosbiweHns ypoBHa CK. [na neguatpum cyue-
CTBEHHOI npobnemoit Takxe ABnseTcs (GOpPMUPOBAHUE Bbipa-
XEHHOTO OTEYHOTO CHHAPOMA, 0COOEHHO C Pa3BUTUEM KIMHUKM
oTeKa JIerkux, CepLevyHoW HeAoCTaTOYHOCTW, pedpaKTepHOW
TUNepTeH3nn. YpreHTHbIMM NOKa3aHWAMU K Hayany AWanu3Hom
Tepanuu ABNAIOTCA NEKTPONUTHbIE HAPYILEHUS, NPEXae BCEro
runepkanuemus v gucHatpuemus (mabs. 4).

B 2012-2014 rr. B oTaeneHun peaHumauum ®egepanbHoro
HayYHO-KJAMHWNYECKOrO LIeHTPa AETCKOW remaronoruu, OHKoNo-
TMU M UMMYHONOTUM UMeHU [MuTpus Porauésa 6bi10 NpoBesieHo
176 ceaHCOB NOYeYHO-3aMeCTUTENIbHBIX NPOLEAYp 414 NeYeHus
69 peteit: 25% peTeit GblM NEPBOro rofia XM3HU, 22% 60NbHbBIX
HaxoAunucb B paHHeM feTckom Bo3pacte (1-3 roga), 24% —
B Bo3pacre oT 4 fo 10 net, 29% — crapwe 10 nert.

Tabauma 3 l

DaKTOPEI PUCKA CMEPTH KPUTUYECKHAX NAIIIEHTOB C OCTPBIM ITIOBPEKACHHEM IOYEK
10 Pe3yAbTATaM MHOTO(DAKTOPHOTO AaHAAM3A

ABTOpbI Yucno JletanbHoCTb, Kputepuu octporo (MaKTOpbl PUCKA B COOTBETCTBUU C NepeyHeM
6051bHbBIX % NnoBpeXAEHUA NoYeK aBTOpOB

C. Guerin 1 coaBT. | 1086 65,9 KpeaTuHWH/onurypus Bo3pacT, 6annbl SAPS II, yucno anM30408 OCTpoO-

[18] ro NOYEYHOrO NOPAXeHUs, CTaTyC XPOHUYECKUX
3aboneBaHmii, fuanus, nwemns

R. L. Mehta 605 51,9 KpeaTuHUH BO3PacCT, MYXCKOW M0Jl, pecnupaTtopHas, neyeHou-

u coasr. [21] Has, remMaToNornyeckas HefoCcTaToOYHOCTb, YPOBHH
KpeaTWHWHA, MOYEBUHbI, Uype3, YacToTa ceprey-
HbIX COKpaLLeHNN

P. G. Metnitz 839 62,8 nmnanus WCKYCCTBEHHAA BEHTUAALMA NErKux, Ba3onpecco-

u coasT. [22] pbl, CEpAeYHO-NEroyHas peaHuMmaLus, metabonu-
YecKuit aumpo3/ankanos

M. Osterman 15 090 36,1 RIFLE Bo3pacT, 6annsl APACHE II, Henzneunmoe 3abone-

u coaBT. [26] BaHWe, UCKYCCTBEHHAA BEHTUNALMA NErKux, Knac-
cbl RIFLE, yncno opraHHbIX AMCPYHKLNN, IKCTPEH-
Has onepauus, HeXMpYpPruyecknin AnarHos

S. Uchino u coasrt. | 1738 60,3 MOYEBMHA/onurypus BO3pacT, 3aJepxKa LMann3a, UCKYCCTBEHHAA

[30] BEHTUNALMA NETKNX, TAXKECTb COCTOSAHMUSA, BA30-
npeccopbl, METaboANYECKNIA U FreMATONOrNYeCKUid
AMArHO3, CENTUYECKMI U KapLWNOTreHHbIN LWOK,
renatopeHanbHbI CUHLPOM
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TabAnna 4 l

IToka3zaHusa K OCTPOMY AUAAU3Y
y Aetew [3, 11, 12, 25]

MokasaHusa

Ne n/n

1 Meperpyska }KuUaKOCTbIO:

® OTEK NErkux;

® 3aCTOMHasA cepfeyHasn HeoCTaTOuHOCTb;

® pedpaKkTepHas runepTeHsuns;

® ONUTYpUst NOC/E KAaPAUOXUPYPrUYecKux onepa-
Lnit;

® 0/IMrypusi BO BPEMA 3KCTPAKOpropasabHon mem-
OGpaHHOM OKCUreHalmu

2 INeKTPONUTHBIE N KNCIOTHO-LEN0YHbIE HApYLIEHNS,
pedpakTepHble K Apyroi Tepanuu:
® runepkanuemus (NOLbEM Kanus B CbIBOPOTKE
KpoBMK Bbilwe 6,0, HECMOTPS Ha [LOCTAaTOYHYIO
MHY3NOHHYIO Tepanuio U AUYpeTUKN; Kanui
B CbIBOPOTKE KPOBY Bbille 6,5—7,0 MMONb/N);
® rUNO- UAN FrMNepHaTpUeMns;
® runepdocdaremus (> 10 mr/gn, 5 Mmons/n);
® OCTpblit METAbONNYECKMIT aumao3

3 TOKCUHbI:

® ypemus (3ya, NNEBPUT, NEPUKAPANT, CUMNTOMbI
nopaxeHnus LJHC)

® NoBbIlEHNE YPOBHSA KpeaTUHUHa;

® runepypukemus;

® 3K30reHHble TOKCUHbI (NTWIA, canuuunarbl, 31a-
HOJ, MeTaHoN, 6POMUA, ITUIEHIIUKONb, AMUHO-
TNKO3UAbI)

4 BpoxpeHHble HapyleHnst obMeHa BellecTs:
® 3HUedanonatus;
® runepamMoHuemMms

5 [lBYCTOPOHHAR BbICOKAsA MM NOSHAA 0OCTPYKLMS
MOYeBbIBOAALMX NyTEN

OCHOBHBIM MOKa3aHWeM K Hayany [AMaNnu3Hoi Tepanuu
B 27 (39,1%) cnyyasx CAYKMNO Pa3BUTME MOYEYHOW Hepo-
CTaTOYHOCTU B CTPYKTYpe NOJIMOPraHHON HefoCTaTOYHOCTH,
KaK npaBuio, Ha (OoHe pa3BWUTUA TAXKENOro cencuca v centu-
yeckoro woka. B 18 (26,1%) cnyyasx Tpurrepom aas Hadyana
IManu3a 6bin HapacTaBWWil YpOBEHb A30TEMUU CO CPELHUM
VYpOBHEM MoueBUHbI 16,0 + 6,25 MMONb/N U KpeaTuHWUHA 127,6 +
65,3 Mmkmonb/n. Y 11 naumenToB (15,9%) nokasaHuem sBasnach
aHypus. C MeHblleit 4acTOTOW BCTPEYANUCb 3NEKTPONUTHbIE
HapyweHus (y 7 6onbHbIX, 10,1%) 1 HapacTaHue KAUMHWYECKU
3HAYUMOro OTEYHOro cuHppoma (y 6 nauneHTos, 8,7%).

Y GonblwuHcTBa feteit (38 M3 69) OCHOBHbLIMU [UArHo3amu
ObiIM 3M10KayecTBeHHble 00pa3oBaHus NUMQONAHOI U Kpose-
TBOPHOM TKaHU (NMMdo6aacTHble U MUenobnacTHele NeiKosbl,
AMMPOMBI U T. A.), Yy 20 13 69 — CONUAHBIE ONYXONU Pa3NUYHOIA
noKanusauum.

OpHoW U3 0cO6EHHOCTEN OHKOreMaToorMyecKoil NaTonorum
ABNAETCA pa3BUTUE CUHAPOMa ocTporo nusuca onyxonu (COJT),
KOTOPbIA NOCAYXUA NpudnHON passutus OMM npubansuTensHo
V KaX[0ro CefbMoro u3 Hawux nauneHTos (13%).

COJl moxeT ObITb CMOHTAHHBIM, HO KaK MPaBMIO, WHAYLM-
pyeTcs HayanoMm XuMmMuOTepanuuM M COMPOBOXAAETCA pa3Bu-
TUEM KOMMJIeKca MeTaboNMYyecKUX paccTpOMCTB B pe3ynbrare
MaCcCWUBHOTO pacnaja OMyXoNieBbIX KNETOK W BbICBOOOXAEHUSA
B N/a3My KPOBW BHYTPUKIETOYHOTO COAEPXKMMOro U MeTabo-

nuToB. [JaHHOe COCTOAiHME YacTO CONPOBOXKAAETCA pa3BUTUEM
MOYEYHOI Hef0CTaTOYHOCTH, KOTOPOe Yalle BCero pa3BMBaeTCs
B TEYEHWE NEPBbIX YETbIPEX JHE NoC/e Havana cneumduyeckoi
NPOTUBOOMYXOEBOI XUMUOTEPANUM, BOSMOXKEH U Goflee No3A-
HUi febioT cuHgpoma (8o 7 fHei).

Han6Gonee yacto COJl passuBaertcs y NauMeHTOB C arpec-
CMBHBIMU NUMAOUIHBIMU OMYXONSAMU, OCOBEHHO C OCTPBIM M-
tobnacTHbIM neiiko3om 1 numdomoit bepkuTTa, KOTOpbIE BbICO-
KOYYBCTBUTENIbHBI K [IOKOKOPTUKOMAAM U XUMUONpenapatam
(ma6a. 5). K ppyrum cdaktopam pucka oTHocaTcsa 6Gonbluas
Macca Onyxosiu, rMnepienKkoLuTos, Hanuuue peruapartauuu,
HeafleKBaTHas COMPOBOAWTENbHAA Tepanus Ha Hayane WHAYK-
LMOHHOI xumuoTepanuu. Puck passutus OMNM npu COJI nosbl-
WeH B rpynne OO0NbHbIX C NPefLEecTBYIOWNM NopaxeHUeM
noyvek [8].

Mo knaccucukaumm M. S. Cairo u M. Bishop (2004), pas-
NnYatoT nabopatopHelit U knuHuyeckuit CON (maba. 6). Jlabo-
patopHbiil CONl xapakTepu3yeTcs pas3BUTUEM TUNEpypuKe-
MWW, TOBBIWEHWEM YPOBHA Kanus, runepdocdaremmn u cHu-
XeHueMm ypoBHs Kanbuus. Mpu knunuveckom COJI, Hapapy
€ nabopatopHbIMK NOKA3aTeNsiMU, HAPYLAETCS CEPAEYHbIN PUTM
(BNNOTb [0 OCTAHOBKM CepAua), pa3BMBAETCA CYAOPOXHbINA
CMHAPOM, BO3HMKAIOT OTEKM, AblXaTeSibHas HeAOCTAaTOYHOCTb
¥ [pyrvue KNMHWYEeCKM 3HaYMMble cUMNTOMbI [14].

3HauMTeNbHYI0 YacTb PacCMaTpMBAEMOl rpynnbl HaWKUX
nauyuenTos, nonyyuswux M3T, coctaBnanu feTum nocne TpaHc-
nnaHTauum remonoatudeckux cteonoseix knetok (TICK). 3to
OblN NPAKTUYECKM KAXKAbl YeTBepThIii 60NbHOMN, HAXOAMBLLMIACS
Ha npoanieHHoM ananuse (18 nauymeHTos, 26%). CornacHo nute-
paTypHbIM [AHHBIM, Neperpy3ka XUAKoCTblo 6onee yem Ha 20%
ABNAETCA HE3aBUCUMbIM (hAaKTOPOM pUCKA NIeTaNbHOTO UCX0Aa Y
KpuTM4eckn 6onbHbix geteit nocne TICK. Mpu atom Havano N3T
yyylaeT okcureHaumo y naymentos nocne TICK, no kpaiHeit
Mepe, B nepBble 48 yacoB mocfie Hayana Tepanuu. OpHako
BbIXMBaeMocTb cpean peteit nocne TICK, komy notpe6osa-
nocb ogHoBpemeHHoe nposefeHune WUBJ1 u gpnanusHon Tepanuu,
COMACHO IMTepaTypHbLIM AaHHLIM, BapbupyeT oT 0 fo 17% [16].

B pa6ote C. Gilbert u coast. (2013) 6bin NpoBeaeH aHanu3
nevenuns 319 naunentos nocne TICK [12]. U3 Hux 'y 68 (21,3%)

Tabanmna 5 l

I'pynner pucka pasBuTma CHHAPOMA
OCTPOTO AM3UCa OImyX0AH [8]

VYpoBeHb pucKa ®dakTopbl pUCKa

Bbicokuii ® oCTpbI NUMOBNACTHBIN Neliko3
W arpeccuBHbIE NUMBOMbI;
® [pyrue reMatoNornyeckue onyxonu
Cc nefkoumtoszom > 50-109/n;
® (0sbluas Macca onyxonu;
YPOBEHb NaKTaTAeraporeHassl —
2 HopMbl U Gonee;
® [ferupparauus, HapyleHns hyHKLUK
noyek, HeafieKBaTHas CoONPOBOAUTENb-
Has Tepanus Ha Hayane WHAYKLMY;
onyxofeBas WHOUNLTPALMUA NOYEK

Huskuin Herematonormyeckue onyxonu;
HU3KUI YPOBEHb NAKTATAErMapOreHassl;
HebosblWas Macca onyxonu;
OTCYTCTBME TMNEpNenKoumnTosa;
HOPMOBOJIEMUSA U HOPMaNbHAA (YHK-

LUMs noYek
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pasBuUnach AbixatesbHas HEAOCTaTOYHOCTh, NoTpeboBasLwas UBJI.
Y 20 nauueHToB (6,3%), HapAagy C LbiXaTeNbHOW HeJoCTaTOuHO-
CTblo, pa3BMiach NoYeyHas HeJoCTaTOYHOCTb, NOTpebGoBaBLIas
N3T. TpuauaTUAHEBHAsA, rocnUTaNbHas M 00WAs CMepTHOCTb Y
BCEX NMaLueHToB, KOTopbiM nposoaunu MBJ1, coctaBuna cooTset-
CTBEHHO 55,9% (38 13 68), 63,2% (43 13 68) 1 86,8% (59 u3 68).

Y Tex naumeHToB, koTopbiM npoBoguaun UBJ1 n MN3T ogHoBpe-
MeHHO, TPUALATUAHEBHAS, rOCMUTaNbHAA U 06LWas CMEpPTHOCTbL
cocTaBuia coOTBETCTBEHHO 60,0% (12 13 20), 90,0% (18 u3 20)
1 100% (20 w3 20). 06was CMepTHOCTb Y NALMEHTOB, KOTOPbIM
notpe6osanacs WBJ1 6e3 M3T, coctasuna 81,3% (39 u3 48)
(puc. 1) [17].

Cpeny Hawmx nauneHTtos, nepeHecwux TICK n nonyyaswmx
N3T, netanbHocTe B 2012-2014 rr. coctaBuna 55%. Huskue
NoKa3aTe/n BbIXKMBAEMOCTH, Ha HaW B3MAL, 00bACHAIOTCA Kpaii-
Hel CTeneHblo TAXECTU COCTOSIHMA, KaK NpaBWUIO, HaNUUMEM
TAXKENOW NONMOPraHHOM HELOCTaTOYHOCTM, ania3umn KpoBETBO-
peHus, TAXKENbIX MHDEKLUOHHbIX NpobaemM cMewaHHon (bakTe-
pUanbHO-rpUOKOBO-BUPYCHOI) 3TUONOrMK. ITO NOATBEpXkKAaA-
eTCA U NTepaTypHbIMKU faHHbIMK [19].

Mo paHHbiM J. H. Chewning 1 coaBT., Ha ocHOBe aHanu3a 132
peTeit, kotopbiM npoBoaunun TICK, nokasaHo, 4To pacnpocTpaHeH-
HOCTb MOYeYHo HegocTaTouHOCTU Ha 30-i aeHb nocne TICK moxet
npesbiwatb 50% c netanbHocTbio Ha 100-i feHb nocne TICK Boiwe
70% [15]. ABTOpbl UcciefoBaHUs BbIfBUAK, 4TO Hanuyune OMM Ha
30-i1 peHb nocne TICK accoummnpoBaHo ¢ netanbHoCTbio Ao 100-ro
[HA nocne TpaHcnnaHTauuu. Bmecte ¢ Tem He 6blIO MOKas3aHo
cTaTucTuyecku 3Haummoro BamaHua OMM Ha neTanbHOCTb B KOHLE
nepBoro roga nocne TpaHcnnaxTauuu (maés. 7).

Cpepy Hawux naumentoB nocne TICK y 8 (44,4%) yenosek
nokasaHuem k Hadany M3T 6bina OMM B CTpyKTYpe nonuopraH-
HOW HepocTaToyHOCTH, y 5 (27,8%) — cencuc, y 3 (16,7%) —
aHypus u y 2 (11,1%) — Hapactatowas asotemus. CpeaHee
3HayeHMe MOYEBMHbI Ha MOMeHT Hayana 3T B gaHHoii rpynne
nayMeHToB coctaBuno 16,8 + 6,2 MMOJb/N, a KpeaTUHUHA —

110,7 + 53,4 MKMOAb/ 1.
Tabanma 6 l

Kaaccuduxanma cHHApoOMa OCTPOro Au3uca
orryxoau [14]

CuHgpom Kputepun

Jlabopa-
TOPHbIN™

® ypoBEeHb MOYEBOI KMCNOTHI > 8 Mr/an unu
€ro nosblleHne Ha 25% 0T HavanbLHOro
YPOBHSA;

® ypoBeHb Kanua > 6,0 M3KB/N UK Ha 25% OT
HayanbHOro ypoBHS;

® ypoBeHb hochatoB > 6,5 Mr/4n uau ero yee-
nnyeHne Ha 25% OT Ha4YaNbHOro ypoBHS;

® ypoBeHb KanbLua < 7 MI/AN UAK ero CHUxe-
Hue Ha 25% OT HayanbHOro ypoBHSA

Knuuu- ® MoBbIlEHMe YPOBHA KpeaTuHuHa B 1,5 pasa

YecKun OT BEPXHEeN rpaHuLbl HOpMbI U Gonee;

® HapyleHUs CepAEYHOro pUTMa UNK BHe3anHas
cMepTb, 06YCNI0BEHHAs ruNepKanuemue;

® CYAOPOXHbIA CUHLPOM;

® OTeYHbll CUHAPOM;

® abixaTenbHas HeAoCTaTOYHOCTb

* 1\216()p21'[‘()pTTb]'T\/’T CHTL\p()M ()CTP()I O AM3HCA ()T[}'X(),\H
BKAFOYA€T ABa KpHTCpVTﬂ A 6().\66 B T[CpT/T()‘\ TpCX ,\TTCTZI
AO HaYaAa XHY\IH()TCP{],THTT/I n CEMH ,\TTCﬁ IIOCAE €€ 1“[1)()*
BCACHMSI.

MposepeHune MN3T xapaKTepusyeTcs HEKOTOPLIM MPOLEHTOM
ocnoxHeHuin. bonee paHHWit Bo3pacT nauueHToB (< 12 mecs-
LeB), a CnepoBateNbHO, W MeHblas Macca Tena (< 10 «r)
accouMmMpoBaHbl C ONpefefeHHbIMU TPYAHOCTAMU 0becneyeHus
COCYAMCTOrO AOCTYNa, YTO MOXET BCTPeYaTbCsA, MO JUTepaTyp-
HbIM fiaHHbIM, y 10% peTeit [10, 23, 27]. Cpenu Bpyrux 0cnox-
HEHUW, CBA3AHHbIX C MPOBEEHMEM OCTPOro Auanusa y Aeteit,
oTMeyatoT runoteHsunto (fo 30% cnyyaes; Kak NpaBuno, ee BO3-
HUKHOBEHME He CBA3AHO C TEMU UW UHBIMU XapaKTepUCTUKaMu
nauueHTa UM TUNOM BbINOJHAEMOI NpoLeaypbl) U KTMHUYECKH
3HaYMMBbIi remopparnyecknit cuiapom (go 10% cnyyaes) [27].

Mpobnembl Npu kateTepusauum umenu mecto y 11 (15,9%)
U3 69 HaWMX NALWUEHTOB, @ KNMHUYECKN 3HAYUMBI remopparu-
Yeckuil CMHAPOM, NoTpeboBaBLWMit NpekpalieHus M3T, Habnoga-
nny 3 peteit (4,3%).

B cBA3M C pUCKOM pa3BUTUA remopparnyeckux OCNOXHEHWH,
npyu NPoBeAEHUN 3KCTPAKOPMOPANbHBIX TEXHONOMUIA LOCTAaTOYHO
NpUCTaNbHOE BHUMAHWE YOENAIOT aHTUKOAryNALMOHHOI Tepanuu.
ComnacHo pexkomeHpauuam KDIGO [20], y 60nbHbIX 63 BbICOKOTO
pUCKa KPOBOTEYEHUS UMW HApYLIEHU KoarynaLuum npu nposefe-
HUM VHTEPMUTTUPYIOLLErO AManu3a cnegyeT UCNONb30BaTh aHTU-
Koarynauuio HedpakLMOHUPOBAHHLIM UAU HU3KOMONEKYAAPHBIM

Puc. 1. Pe3yAbTaTEl BEKHBAEMOCTH
PEAHMMAITIOHHBIX ITAIIIEHTOB ITOCAE
TPAHCIIAAHTAIIIH TEMOIIOITHIECKUX CTBOAOBBIX
KAETOK, KOTOPBIM IIPOBOAHUAH HCKYCCTBEHHYIO
BEHTHAALIUIO ACTKUX U IIOYEYHO-3AMECTHTEABHYIO

& Tepanmio (I137T) [17]

39 ymepnun
48 6e3 N3T
9 BbIXKMAK
68 nayuneHToB
C [ibIXaTeNbHOM
HeA0CTaTOYHOCTbIO
20 ymepau
20 ¢ N3T
0 BbIXUAK

Tabanumna 7 l

PacnpocrpaHeHHOCTE OCTPOM ITOYEUHOU
HepoctaTouHOCTH (OIIIT) B AeTaaBHOCTB Cpean
A€TEH II0CA€ TPAHCHAAHTAIINH I'€MOIO3THIECKHAX

crBoAoBbIX KaeTOK (TT'CK) [15]

Hanuuue ONN
Ha 7-1 aeHb

8/132 (6%)
9/132 (7%)
6/132 (5%)
3/19 (16%)

Hanuuue ONN
Ha 30-i geHb

19/132 (14%)
30/132 (23%)
21/132 (16%)
14/19 (73%)*

Mapametp

Onn I crenexn
OMM II cTeneHwu
ONn ITII cteneHu

JleTanbHoCTb Ha 100-1
JEHb

JNleTanbHOCTb HAa KoHel|
1-ro roga nocne TICK
*P = 0,05.
P =04
[Ipumeuanme. Yacrora OIIIl passoil crenenm pac-

5/43 (12%) 25/43 (58%)**

cyuTaHa B leOL[CH']ZlX oT O6LL[CI'O KOAHYECCTBA O6C,\Cf
AOBAHHBIX ,\C’I‘CI;I, ACTAABHOCTb — OI1 O‘(rf')LL[CI'O YHCAA
ACTAAPHBIX CAYYACB B YKA3aHHDBIC Cp(f)l\'l/I.
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renapuHomM (3TW CpepcTBa NpeAnoyTUTENbHee APYruX aHTUKO-
arynsaHToB). lMpu npoaneHHoit M3T pekomeHayeTcs NpUMeHsATbL
PErMOHAPHYI0 AHTUKOArynaLMio LMTPaToM (npeanouTuTeNbHee,
YeM WUCMO/b30BaTb renapuH) y GONbHLIX, He UMEILLMX NPOTUBO-
noKasaHuii ans BeefeHus uutpara (puc. 2).

B kauectBe cTaHmapTHOM NoAAepuBatollei [403bl renapu-
Ha npu M3T pekomeHmoBaHo ucnonb3oBaHue 10-20 Ef/kr/uy
(ma6n. 8) [7].

OfHaKO npaKTUYeCKW BCe NaUMEHTbl OHKOremaTonoruye-
cKoro npoduns, uMes MHAYLWPOBAHHYIO XUMUOTEpanuein unu
006yCcnoBNeHHYID OCHOBHbIM 3aboneBaHWEM annasuio Kpose-
TBOPEHUS, UMEKT U HU3KWII ypoBEHb TPOMOOLMTOB, a TaKxke
HEpefKO HapylWeHWUs KOoarynsauMOHHOTO remMocTasa, MpUYMHOIA
KOTOPbIX ABNAETCA NEYEHOYHAN HeAOCTaTOYHOCTb. TaK, CPeAHNA
YpOBEeHb TPOMOOLMUTOB Ha MOMeHT Hadyana M3T cocTasnsn 59 X
109/, npoTpoMOUHOBBIN MHAEKC — 56,3 + 22,7%, a nokasaTtenb
tubpuHoreHa — 2,43 + 1,29 r/n.

B 80% cnyyaeB Mbl MCMOAb30BaNM CyLLECTBEHHO MeHblune
[O03bl TenapuHa — Kak nmpasuno, okono 5-10 Ep/kr/u, a B
20% cny4aeB [j03a renapuHa 6bi1a MeHble 5 Ea/kr/y unu He
“cnosb30Banack BoobLe.

Kpome Toro, HEOOXOAMMO CKa3aTh, YTO O HefaBHero Bpe-
MEHW Mbl CTapajucb BO3[AEPKUBATbCA OT NEpenuBaHUA TPOM-
6ouMTapHON Macchl Y NaLWMEeHTOB, HAXOAAWMXCA Ha [uanuse,
onacascb TpomGupoBaHus ceTta. OgHako 3TO nepenuBaHue
y NauuMeHToB NpW 3KCTPeManbHO HU3KOW TPOMOBOLMUTONEHUM,
Ha nepBblit B3rNA, HE COMPOBOXAANOCh YMEHbLIEHUEM CPOKOB
CNy®O6bl CETOB, M Mbl XOTeNW 6Gbl NOKa3aTb 3T0 B AaibHenweMm
B pa3paboTaHHOM W CMNAHUPOBAHHOM UCCNEL0BAHMUN.

Bce 60nbluyio aKTyaNbHOCTb W3-33 BbICOKOrO pUCKa KPOBO-
TeYeHUil B AaHHOI rpynne nayueHToB NpuobpeTaeT remofuanus
C pernoHapHoii LMTPaTHO aHTUKoarynsaunen. Takoin MeTop, Mbl
ucnonb3oBanu B 2012-2014 rr. y 4 (5,8%) nauneHToB.

Pap wccnepoBaHUi NpOAEMOHCTPUMPOBAN AOCTATOYHYIO
3 dEKTUBHOCTL M 6E30MaCHOCTb LMTPATHOTO AuanuM3a faxe
y ManeHbKux feteit. Tak, B pabote 2014 r. J. Soltysiak v coasT.
NPOBOAMAN PETPOCNEKTUBHbIN aHanu3 30 KpUTUYECKU GOBHBIX
petei: 16 nauueHTam BbIMONHANN PErMOHApHYI LMUTPATHYIO
aHTukoarynaumio (PUA-M3T) u 14 — aHTukoarynauuwo rena-
puHom (FA-N3T), pautensbHocTb M3T cocTaBnana no MeHbluei
mepe 24 vaca [21]. CpepHuit Bec peteit — 8,69 + 5,63 Kr.
CpepnHee Bpema Ha PUA-NM3T u TA-M3T — 148,73 + 131,58
1 110,24 + 105,38 yaca coOTBETCTBEHHO. [1pOA0IKUTENBHOCTD
paboThl ceTa Obina 3HauMTeNbHO Bbiwe npu PLA-M3T, yem npu
TA-M3T. Wcnonb3oBaHue UWTPATHOrO AWAnM3a Yy ManeHbKUX
LeTeil xapakTepu3oBanocb 6osee MPOJOMKUTENLHON KU3HbIO
ceta (58,04 + 51,18 yaca npotus 37,64 + 32,51 vaca; p = 0,03)
U 60abWNUM NpOLEHTOM BbiXuBaemoct paeteit (37% npotus
14%). OpHako B rpynne LMTPaTHOrO AManu3a valye Habnofanm
3NIEKTPOIUTHbIE U MeTabonuyeckue HapyleHus. Kpome Toro,
OCHOBHbIM MPOTMBOMOKA3aHWEM AAA MCMONb30BaHMA LMTpaTa
ABNAETCA HANUYME NeYeHOUHO! HeJ0CTaTOYHOCTH.

Puc. 2. O1ieHKa TOTEHITMAABHOTO PHUCKA

U IIOAB3BI AHTUKOATYASHTOB B COOTBETCTBIH

C mpakTHaecKkumMu pekomenAannamu Kidney
Disease: Improving Global Outcomes (2012) [20]

Hapywenue Mpouepypa 6e3
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PekomeHp. 5.3.2.1

JleTanbHOCTb cpeau peTel, HYXAAIOWMUXCA B NPOBefEHUU
N3T, Tak e Kak u cpeau B3pochblx, gocturaet 50% [2, 19, 28].
CMHLpOM NonuopraHHoi HeA0CTaTOYHOCTU BCTPeYaeTcs B ne-
OMATPUYECKUX peaHuMaumnax, no AaHHbIM nutepatypel, y 30-
50% peTell ¢ neTanbHOCTbIO (0COGEHHO Mpu cemcuce), no
pe3ynbTaTam HeKoTopbix uccnefosanuii, o 90% [16, 19].

Moka3zaHo, YyTo GONbIWMIA NPOLEHT NEPerpy3kn XKUAKOCTbIO
(6onee 20%) accouumMpoBaH C MOBLIWEHHOW JETaNbHOCTbIO,
Gonee ANNUTENbHBIM BOCCTaHOBAEHWEM (DYHKLMW NOYeK, a TaKkKe
c 6onee npogomkutensHoit MBJ1, 6onee anutenbHbIM NpbbiBa-
HUeM B PeaHMMaLMOHHOM OTAeNeHUM 1 C BONbLIeN ANUTENbHO-
CTblo 00LWeit rocnutanusauum [16, 19, 23, 24].

Cpenu fpyrux hakTopoB, BAUSAIOLMX HA NETANIbHOCTb Y AeTel
¢ ONM, otmeyvaloT no3gHee Hayano M3T (no npowecTsuu Gonee
yeMm 5 CyTOK OT Hayana 3abofeBaHus), NPy KOTOPOM IETANLHOCTb

Tabanma 8l

PexomeHAaIINU 110 AaHTUKOATYAAHTHOM TE€PAIINU

Puck HavanbHas MoppepkuBaowas | AKTUBMPOBaHHOE YaCTUYHOE TPOM- AKTMBUPOBAHHOE BpeMsA
KpoBoTeueHus | pAo3a, Ea/kr no3a, Ea/kr/uac 6onnacTMHOBOE BpeMs, CeK CBEpPTbIBAHUA, CEK
Het 50 10-20 60 <250
Hu3skui 15-25 5-10 45 160-180
Bbicokuit 10 2,5-5 30 120
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BbIlUE, YEM NPU PaHHEM Hayase (MeHee 5 CYTOK), C OTHOLEHMEM
waHcoB 1,56 (95%-Hbiit AN: 1,02-2,37). HezaBucumbiMu npe-
LMKTOPaMM NETANbHOCTU ABASAIOTCA BoNee BbIpaXKeHHas TAXECTb
COCTOSIHMAI Ha MOMEHT MOCTYM/IEHUA NalLWeHTa B OTAENEeHUe
peaHuMaLMm U UHTEHCUBHOW Tepanuu, oLeHUBaeMas no wkane
Pediatric Risk Of Mortality, oHkonornyeckuit AmMarHos kak
0CHOBHas HO30/10TMA 1 Manblit Bec pebeHka [10, 23].

Cpeau HawWx nauueHToB 00WARA NETanbHOCTL COCTaBMNIA
63% v B nopasnsiollemM 6oNbWNHCTBE Cy4aeB 6biia 06yCiI0B-
JIeHa CUHAPOMOM NOJIMOPraHHON HeJoCTaTOYHOCTY.

3AKNKO4YEHUE
B MHTEHCMBHO Tepanuu AeTell C OHKOreMaToNornyecknmm 3abo-
nesaHusmu M3T CTaHOBUTCA OHUM U3 OCHOBHbIX METOMIOB Jleye-
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JleyeHue octporo AMmco61acTHOrO NIelKO3a
y AeTeil: COBpeMeHHble BO3MOXHOCTH
W HepelleHHble Npo6nembl

1. B. Jiuteunos' ?, A. ®. Kapenun?, K. U. PomaHoBa?, 10. B. PymaHuesa® ?, A. U. KapauyHckui' 2
I PedepanbHblli HayYyHO-KAUHUYECKUL yeHmp demckol eeMamosio2uu, OHKOI02UU U UMMYHOA02UU uMeHu mumpus Poeayésa, 2. Mocksa
2 Pocculickuli HayuoHanbHbIl uccnedosamensckuli meduyuHckul yHusepcumem umenu H. U. llupozosa, 2. Mocksa

Llenb cTatbu: B HacToALEM 0630pe NPeAnpUHATa NOMbITKA CyMMUPOBATb OCHOBHbIE AOCTVXKEHUA MEXAYHAPOAHBIX KOOMNEPUPOBAHHBIX TPyMn
B leYeHun ocTporo numdobnactHoro neitkosa (0J11) y feteit U npobnembl B 3Toit 061aCTH, OCTAIOLWMECS HA CEFOfHALWHNIA JeHb HEPELIEHHbIMU.
OcHOBHble nosioXeHus. B cTatbe onucaHo paseutve nporpammHoil tepanuu 0J11y aeteit B Mupe. Ocoboe BHUMAHWE yAeNeHOo TaKUM ee KOM-
NOHEHTaM, KaK IIOKOKOPTUKOMAbI, BbICOKME [103bl MeTOTPeKcara, L-acnaparnHasa, Tepanus, HanpasneHHas Ha npodunakTuky nopaxenus LIHC.
MpeacTaBneHo Takke pas3sutue nporpammuoi Tepanuu OJIJT y meteit B Poccum ¢ MCnonb30BaHUEM MUPOBOTO OMbiTa M COOGCTBEHHBIX pa3pa-
6oTOK. MpoBeaeH KpaTKUit CpaBHUTENbHbBIN aHaNMU3 3MEKTUBHOCTU PasIMYHbIX NPOTOKOOB, UCNONb3yeMbix Ans nedenus 011 B poccuicknx
KNMHWUKAX, PACCMOTPEHbI MOMBITKM ONTUMU3aLMM Tepanum B pamkax npoTokosos cepun «Mocksa — bepnun» (ALL-MB 91, ALL-MB 2002, ALL-MB
2008), ocBelLeHbl ocTatowmecs npobnembl Tepanuu OJI1 B Poccun 1 npepsioXkeHus no ee yCOBEPLIEHCTBOBAHMIO, MOBbILEHNIO 3P dEKTUBHOCTY
1 CHUMKEHUIO TOKCUYHOCTY.

3akntoyeHue. CoBpemMeHHble NPOrpaMMbl XMMUOTEPANUK No3BONAIOT A06UBaTLCA M3neyeHus 80% peteit ¢ 011, Ho Tepanus ocTaeTcs AocTa-
TOYHO MHTEHCMBHOM M TOKCUYHOW. MHOrMe BOMPOCH MO-NPEXHEMY ABASIOTCA AUCKYTaOENbHbIMUM, YTO AUKTYeT HEOOXOAMMOCTb MPOBEAEHUS
AanbHenWwmnx paH[oMU3UPOBAHHbIX MHOTOLEHTPOBbIX UCCNe[0BaHU B 3TOI 06aacTu.

Knioyesvie cnosa: ocTpblit nUMGOGNACTHBIA Neitko3, [eTW, NPOTOKONbHAA Tepanus, MYNbTULEHTPOBbIE WCCIE[OBaHWA, MeToTpekcar,
L-acnaparuHa3sa, fekcameTas’oH, NpefHU30N0H, KpaHuansHoe obnyyeHue.

Childhood Acute Lymphoblastic Leukemia Treatment:
Current Options and Unsolved Problems
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Purpose of the Paper: The authors tried to summarize the key achievements of international cooperative groups in treating childhood acute
lymphoblastic leukemia (ALL) and to outline the problems that remain unsolved in this field.

Key problems: This paper provides a historical review of how protocol-based treatment for childhood ALL has been developed worldwide.
The authors specifically focus on such treatment components as glucocorticoids, high doses of methotrexate, L-asparaginase, and therapies
aimed at preventing central-nervous-system (CNS) damage.

They also describe the development in Russia of protocol-based treatment for childhood ALL, which has been supported by worldwide
experience and national innovations. In addition, they carry out a brief comparative-efficacy analysis of different treatment protocols for ALL
used in Russian clinical hospitals; report attempts to optimize treatment given under ALL-Moscow-Berlin protocols (ALL-MB 91, ALL-MB 2002,
ALL-MB-2008); and outline problems related to ALL treatment that remain unsolved in Russia. One part of the paper focuses on the authors'
suggestions about optimizing Russian protocols, improving their efficacy and reducing their toxicity.

Conclusion: Modern chemotherapy protocols for childhood ALL provide a cure rate of 80%; however, treatment remains rather intensive and
toxic. Many issues are still questionable, thus highlighting the need for further relevant randomized multicenter studies.

Keywords: acute lymphoblastic leukemia, children, protocol-based therapy, multicenter studies, methotrexate, L-asparaginase, dexamethasone,
prednisolone, cranial radiation.

cTpbiit numdobnacTHblii neitkos (0JU1) 3aHumaeT Besy- | nsouero 6GONbWMHCTBA NaLWEHTOB M WX BO3BPalleHMA
lee MeCTO B OHKOreMatolorMyeckol nartonoruu B fieT- K NOJHOLEHHOW XW3HU ABMNACH, 6E3YCNOBHO, MMaBHbLIM pe3ynb-
CKOM W TOAPOCTKOBOM Bo3pacTe. Ha ero ponw npu- TaTOM CepUM KIMHUYECKUX UCCNefOBaHWUM, BbIMOJHEHHbIX Ha

xogutcs [0 20% OT BCeX 3/10KaYecTBEHHbIX 3aboneBaHuil npotsxeHun natn pecatunetwii B8 CLUA u Espone [1, 42].
M po 75% OT BCex NeiKeMuit y feTel MU MOAPOCTKOB [32, | 370 CTano ofHONl U3 Hambonee APKMUX CTPAHMUL, COBPEMEHHOI
43, 49]. MpuHUMNMaNbHAsA BO3MOXHOCTb WM3MIYEHUS NOAAB- | MEAULMHBI,
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OHKOTEMATOAOTUA ||

PA3BUTUE NPUHLWUNOB TEPANUKU OCTPOIO
NUMOOBNACTHOTO JIENKO3A

Nccneposanus npumerenus xummnotepanuu (XT) B neyeHum 3no-
KayeCTBEHHbIX OMyxoneit Hayanuco B 40-e roabl XX Beka, maBHbIM
o6pasom B CLIA. HecMoTpst Ha aKTUBHBIN MOWUCK HOBbIX IEKAPCTB
U Ux KOMOMHaLmiA, 1o 60-x rogos OJIJ1 ocTaBancs cMepTeNbHbIM
3aboneBaHnemM ¥ GONBWMHCTBO AeTeil C neiikeMuel ymupanu
B TeYeHUWe 2 MecALEeB Nocie AMArHOCTUKW, a XMMUonpenaparsl
MCNONb30BANNCh B OCHOBHOM ANsA NaNANATUBHON Tepanuu.

OfHO 13 rpynn, NPUHUMABLLKMX y4acTUe B KOONEPUPOBAHHOM
npoekte no usyyenuto 0J1J1 y neteit HauMoHanbHOrO MHCTUTYTA
paka CLUA (National Cancer Institute), 6bina rpynna D. Pinkel
B rocnutane Ceatoro Wyasl B Memduce (St. Jude Children’s
Research Hospital). C 1962 r. oHa npoBena psfg KAMHUYECKUX
uccnefoBaHui, KoTopble onpefenunu GyHAaMeHTanbHble 0CHO-
Bbl «TOTANbHOI Tepanun» OJIJ1 ¢ uenblo «HeobpaTumMoroy» usne-
YeHus 3Toro 3aboneBaHus.

D. Pinkel u coaBT. ycTaHOBMAM YHWUKANbHOCTb KOMOUHALMUM
rniokokopTukoupos (FK), B wyactHoctu npepHusonoHa (Pred),
C NpeAcTaBUTENEM CeMeicTBa ankanouaos 6apBMHKA pO30BO-
ro — BUHKpUCTUHOM (VCr) Ans pocTuxeHus (MHAYKLUKM) pemuc-
CHU, Takas KombuHaLMsa no3sonsna fobutecs ee y 90% nauu-
eHTOB. [Ipyrum Kto4yeBbiM KOMNOHEHTOM fBMNACh NOALEPXKMBa-
towas Tepanusa (MNT), npeacTaBnsBLas coboi AaUTeNbHOE NpU-
MeHeHUe 6-MepKanTonypuHa u Metotpekcara (MTX). MT no3Bso-
nuna yBennuuTb 6e3peunanBHyio BoixknuBaemocTb (relapse-free
survival — RFS) y 6onblwmnHcTBa 60bHLIX A0 3-5 neT 1 6onee.
OpHako 0 BO3MOXHOCTM MosnHOro usnevenus ot OJUJT crtanu
rOBOPUTb TOJIbKO MOCNE BHeAPEHUs TPETbEro KIKYEBOT0 KOM-
MOHEHTA «TOTaNbHOW Tepanuu» — JNe4yeHus, HanpaBaeHHOro
Ha npepoTBpalieHne neiikemmuyeckoro nopaxenua LHC, cocro-
ABlWero U3 KpaHuansHoro o6nydeHus (KO) u uHTpaTekanbHoro
BBefEHUA xumuonpenaparos [40, 41].

B Lenom neyeHne «oKKynbTHOI» (CKPbITOIT) Heitponeiikemum
cTano rmasHbIM coObITUEeM KoHLa 60-x rogos XX Beka. 3a cyer
noNnXMMMoOTEpPanumn yaasanocb pocturate pemuccun y 80%
6onbHBIX, HO B mocrnepytouem 6onee yem y 50% nauueHToB
passuBanucb peumpgmebl B LHC, xoTs nepBuyHO onyxonesble
KNeTKW B IMKBOPE 0OHapyXuBanucb MeHee Yyem B 5% crnyyaes.
370 HabNOEHME NPUBENO K MOHUMAHMIO TOTO, YTO Y BCEX NaLu-
eHToB ¢ OJIJ1 M3HayanbHO CylecTByeT KAMHUYECKU CKpbITOE
nopaxeHue Mo3roBbix 06onoyek. He nopseprascb Bo3peit-
CTBUIO NpuMeHsBLlUelica B To Bpema XTI, onyxoneBble KNeTKW B
LHC cTaHOBMAMCH MCTOYHUKOM He TONbKO HEMPOPELUANBOB, HO
W NOCNefyloWnx KOCTHOMO3rOBbIX peuuanBoB. Tonbko nocne
BBEJEHWA Tepanuu, HanpaBneHHOW Ha NpoduUNaKkTUKy nopaxe-
Hus UHC, 50% peteit ¢ OJU1 ctanu BbI3LOpaBaAnBaTh, @ YactoTa
HellpopeuuanBoOB cHU3MAACh 8o 5% [ 11, 13, 40, 41, 47, 53].

Cnepytowmii BaxHbI war B ynyywenun tepanuu 0J11y geten
ObiN cAenaH pyKoBOJMUTENEM OTAENEHWUs reMaTonoruu LEeTCKOil
knuHukn CBoGopHoro yHuBepcuteta (3anapHbiit bepnuH)
H. Riehm, KoTopblit 3asBKA, Y4TO NO-HACTOALLEMY UHTEHCUBHAA
nporpamma nevyenus OJ1J1 ¢ Lenblo MaKCUMaNbHOTO YHUUTOXE-
HUSA ONYXONEBbIX KNETOK elle He CO3[jaHa 1 YTO 1A ee co3faHuns
HEOOXOAMMblI CPOYHOE Pa3BUTUE METOLOB COMPOBOLUTENbHON
Tepanuu U NPUHLMUNUANBHO UHAsA OPraHKU3aLns PaboTbl B KTUHHU-
ke. Npes nHTeHcudukaumn napykunm pemuccun OJ11 y peteit,
npeanoxexHas H. Riehm, okaszanach ycnewHoit, ofHako faHHoe
JleYeHue CTano BO3MOXHbIM TOJNIbKO B YCJIOBUAX BbICOKOKBAIMU-
(ULNPOBAHHOMO OTAENEHNA C 06YYEHHBIM NEPCOHANIOM U XOPO-
WKUMU TEXHUYECKMMU BO3MOXHOCTAMM, TAE PaHO pacrno3HaBa-
JINCb ONACHbIE ANS XKM3HU OCNOXHEHWA Tepanuu U NPUHUMANUCh
HeoOxopuMble mepbl [32, 46, 47].

YuuTblBas nepeble ycnexu NUAOTHOTO nMpotokona B bepaue,
¢ 1974 r. ero npoBefeHne Havyanocb B MioHcTepe (pyKoBOAM-
Tenb — npog. G. Schellong), a ¢ 1975 r. — Bo ®pankdypTe-Ha-
MatiHe (pykoBopuTens — npod. B. Kornhuber). 06beaunHuBLInCh,
B 1976 r. KIMHMKN OpraH130BannN KOONepupoBaHHOE uccnefo-
BaHue ALL-BFM 76 (BFM — Berlin, Frankfurt, Mlnster) [46].
OcHoBHOW upeeit cTana cTpatuduKauus NaLUEHTOB Ha rpynmnbl
pucka. CnepctBmem 3TOro ABMNAcCh KOHUENUMA PUCK-apantu-
POBAHHOI Tepanuu, COTMAcHO KOTOPOW MauueHThl ¢ 6naro-
NPUATHBIMW XapaKTepUCTUKAMKU JOMKHBI NOAYYATb MUHUMANbHO
TOKCMYHYIO Tepanuio, He NoABeprasCb PUCKY pPasBUTUS TAXKENbIX
OCJI0XHEHWA, B TO BpeMs KaK y NalLMeHTOB C HebnaronpusTHbl-
Mu popmamu OJ1J1 BbICOKOMHTEHCMBHAA Tepanua yBenuyuBaer
WaHChl Ha u3nedyeHue. [ns cTpatuduKauumM nauueHToB 6bin
BBEJEeH 3MNUPUYECKN ONpeAeneHHbI NPOrHOCTUYECKMI UHAEKC
PUCKa, YYMTHIBABLWMA WHULMANBHOE KONMYECTBO NeKOLNTOB,
Hanuune nopaxeHus LUHC u cpepoctenus, T-ummyHodeHoTMN,
LMTOXMMUYECKME OCOGEHHOCTM ONacTHBIX KIeToK, BO3pacT
W opraHomeranuio. Y nauMeHTOB C MHAEKCOM pucka 3 u bonee
AOMONHUTENBHO NPOBOAMNCH PEUHAYKLMOHHBIA Kypc XT (npoTo-
kon II), paspaboTaHHblii ewe B 1974 1. Ans ynyylweHUs NporHo3a
y NauMeHToB C runepneikoumtosom. KoHuenuns oTCpoyeHHOM
MHTEHCUMdUKaL MK, pa3paboTaHHas rpynnoii BFM, BeposTHo, ABU-
N1acb OfHUM U3 Haubonee LEeHHbIX BKNAZ0B B NPOrpamMMbl MpoTH-
BONIEiKEMUYECKOI Tepanuu, No3BOAMB CYLWeECTBEHHO YAYYlWUTb
BbIXXMBAEMOCTb Y NALMEHTOB rpynnbl pucka [24, 36].

K Hauany 80-x rofos rpynne BFM ypanoch obutscs peskoro
pocTa BbxuaemocTu eteit ¢ 0J1J1, kotopas npesbicuna 70%.

Mporpecc B nevyenun OJUT y peTeit, JOCTUTHYTHIA rpyn-
noit BFM, He mor He npuBneyb BHUMaHWEe [pyrux uccnepo-
BaTe/bCKMX Tpynn M3 pasnuyHbix cTpaH. KoHuenuus Tepa-
nuu, paspabotaHHas BFM, cnyxut npumepom pns cospaHus
cob6CTBEHHbIX NporpamMm XT — nOABAAIOTCA TaK Ha3biBaemble
BFM-opuneHTupoBaHHble npoToKonbl. [pu 3TOM Kaxpaaa rpynna
MHULMMPYET COOCTBEHHbIE UCCNEL0BAHUSA OTAEbHbIX Tepanes-
TUYECKUX 31eMeHTOB M (haKTOPOB PUCKA, pe3ynbTaTbl KOTOPbIX
3ayacTylo faxe 6onee WHTEPECHbI, YeM Te, YTO GblIW MONYYeHs
B KOCHOBHOMY» McCnenoBaHuu rpynnel BFM,

B 60/bWNHCTBE COBPEMEHHBIX MPOTOKOJIOB MOXHO BbIAENUTD
TPY OCHOBHbIX 3Tana Tepanuu: UHAYKLMIO PEMUCCUM, UHTEHCHB-
Hyt0 nocTpemuccuoHHyto Tepanuio v MNT. [pu 3TO0M TepaneBTUye-
CKMe 3/1eMeHTbl, HanpaBNeHHbIe Ha KOHTPONb Heliponeikemuu,
ABNAIOTCA OAHON U3 BaXHENINX COCTABAAIOWMX ycrnexa.

MHAYKLWUOHHAA TEPANUA

MniokokopTukoupabl. TK ABNAOTCA CyweCTBEHHbIM KOMMOHEH-
Tom Tepanuu OJIJ1. TlonbITKM MCKNKOYUTD UX U3 UHOYKLMOHHBIX
MPOTOKONIOB NPUBENU K CYLLECTBEHHOMY YXYALWEHWUIO pe3ynbTa-
T0B [23]. WcTopuyeckn ocHoBHbiM TK B Tepanuu OJI1 asnsancs
Pred, ogHako B psge NpoToKonoB B kayecTse 6asoBoro MK npu-
MeHsieTcs fekcameTtasoH (Dexa). OcHoBaHWeM ans 3Toro BbGO-
pa cTana Bblcokas 3pdeKTUBHOCTb NOCNEAHero B npodunakTuke
Hellponeiikemun [22, 29, 35].

CywecTBytowme Ha CEroAHAWHUA AeHb CPAaBHUTENbHbIE [laH-
Hble 0 ToKcM4yHocTH Pred u Dexa npoTuBopeuunssl [52]. B ogHuMx
nccnenoBaHuAX BbiABNEHa bonblas TokcuyHocTb Dexa [10, 26],
B TO BPEMSA KaK Apyrue MCCNefoBaTeNn onuchbiBaloT OLUHAKOBYIO
ToKCMYHoCTb 3TuX K [27, 34].

Ha ocHOBaHMM N3BECTHBIX JaHHbIX COPMUPOBANOCH MHEHWE,
yto onTumanbHeli K gns neyernuns 0J11 Bce elwe He HaitaeH. Pred
061a,aeT BbICOKOW aHTUNENKEMUYECKON aKTUBHOCTBIO, OfHAKO
OH NMPOHMKAET B INKBOP XyKe, yeM Dexa, KOTOpLIN, B CBOIO OYe-
pepb, HapsAAY CO BCEMU CBOMMU NPEUMYLLECTBAMU, 3HAYNUTENBHO
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CHWXAeT CONPOTUBASEMOCTb K UH(PEKLMUAM U 06/1aAaeT BbICOKOI
TOKCMYHOCTbIO B OTHOLIEHWUMN PAa3BUTUA IHLOKPUHHbBIX U MCUXM-
YeCKMX HapyleHni, ocTeoHekpo3oB [9, 28, 33].

MertoTtpekcar. Xota 3cdektusHocte MTX B neyeHun OJU1
Ww1poko wuccneposanace [12, 20], paHHble O CpaBHUTENbHO
adekTnBHoCTH ero Bbicokux (HD-MTX) u Huskux go3 (LD-MTX)
npoTtusopeynsbl. Bkniouenne HD-MTX B npoTokonel neverns 0J11
NpoUCXoAnno 6e3 paHJOMU3UPOBAHHBIX KIMHUYECKUX UCCNeno-
BaHUM, Wb HA OCHOBAHWUU HEBE30CHOBATENbHBIX NPeAnooXxe-
HWI O TOM, YTO BbICOKMe KOHUeHTpauun MTX B nnasme npuseayT
K nyywemy npoHukHoseHuio B LIHC u apyrue «3abapbepHbie»
opraHbl UM, COOTBETCTBEHHO, OyayT 3tbeKTUBHbI B NeYeHUH
«CKPBITOW» HeliponeitkeMun 1 NpodunakT1Ke NOpaXKeHUs auyex.

K coxaneHuto, uMeeTCA Mano XopoLIo OpraHM30BaHHbIX Uccre-
A0BaHUM c npaAMbIM cpaBHeHnem HD-MTX n LD-MTX. Pesynbtarthbl
LBYX TaKUX MCChefoBaHuin roBopaTt B nonb3dy HD-MTX [12, 39],
B T0 e Bpema B uccnepgosaHuax UKALL n CCG npenmywects
ucnonb3osaHus HD-MTX nonyyeHo He 6bino [22, 35]. B uccne-
posanun UKALL XI y naumenTtos, nonyyaswux HD-MTX, otmeuyero
MeHblle HeilpopeLaNBOB, HO NapanieNbHOe yBennyeHne Konu-
YyecTBa KOCTHOMO3rOBbIX PELWAMBOB NPUBENO K 3KBUBANEHT-
HOW 6eccobbITUIIHON BbIXMBAEMOCTU nauueHToB (event-free
survival — EFS) [25]. Ipynna BFM onucana cHuxeHUe 4acToTbl
pa3BUTUSA TECTUKYNAPHbIX PELIMANBOB NPU BBELEHWUU B NPOTOKOJ
npomexyTouHoi fo3sl MTX (0,5 r/m?). B T0 e Bpems ncnonb3o-
BaHue HD-MTX (5 r/m?) B ee uccnepoBaHum He npuseno k 6onee
3 deKTMBHON NpoduNaKkTUKe TECTUKYNAPHBIX peunansos [19],
Kak u B uccneposanun UKALL XI [25]. MeTaaHanus, npoBefeH-
Hblih uccneposatensamu u3 Okcdopaa, nokasan, yto HD-MTX oka-
3bIBAKOT HEGOMbLIOE BAUAHME HA YACTOTY PasBUTUA HelpopeLu-
LVBOB, HO, BEPOATHO, CHUXAIOT PUCK PA3BUTUS KOCTHOMO3rOBBIX
peunpnBoB no cpaBHeHuio ¢ LD-MTX [16].

KpuTnyeckum BonpocoM B HACTOALMIA MOMEHT ABAETCA He
BbIOOp onTMMansHoi fo3bl MTX, a ckopee onpeaeneHue nogrpynn
nauuenTos, B Kotopbix HD-MTX 6onee adpdektusHbl [12]. PaHHKMe
nccnegosanua SJICRH ceupetenscTByioT 0 ToM, 4to HD-MTX npu-
HOCAT Nonb3y orpaHuyeHHoi nogrpynne feteit ¢ 0J1J1 (c neitko-
LMTO30M MeHee 25 x 10°/n, 6enoi pachl, B Bo3pacTte 2—-10 ner,
C runepnnoupmeis, 6e3 sHauMMbIX TpaHcaokauuit) [51].

L-acnaparuHasa (L-asp). 310 yHUKanbHbI No cBoeii dep-
MEHTaTUBHOW Npupofe NpOTUBOOMYXOEBbIA XMMUONpenapar,
He o6napatolWnin BbIPaXEHHO! MUENOTOKCUYHOCTbIO U cheuu-
thuyeckun Bausowmuin Ha numdobnactel [46]. B TeyeHne nocnep-
HUX 25 net ucnonb3oBaHue L-asp ¢ Ver, TK u aHTpauuknuHamu
ABNISETCA «30/10TbIM CTAHAAPTOM» GO/bWMHCTBA UHAYKLMOHHBIX
NpoTOKONOB fleyeHus peteit ¢ 01 [23, 41].

3HauuTeNbHbIE [OCTUKEHWUA B ONTMMM3aLMM Tepanuu L-asp
caenaHbl 6narogaps uccnegosaHusm OHKONOTMYECKOTO MHCTU-
TyTa [laHa — ®ap6epa CLUA (Dana-Farber Cancer Institute).
B Hux 6bIN10 NoKasaHo 3HauMmoe ynydwenue EFS npu Brnoye-
Humn 20-30-HepenbHOM Tepanuu L-asp B NpoTOKONbI KOHCONMAA-
umnm (natunetHas EFS coctasuna 72% npoTus 47% 6e3 ucnons-
30BaHuA L-asp). lpu 3TOM NpPOrHO3 y nauMeHTOB, KOTOpble
nosly4anu CoKpalleHHbI Kypc L-asp (MeHee 25 Hefienb) n3-3a
HENpeoAoaMMbIX NTO6OYHbIX IPDEKTOB, ObIN XYKE, YEM Y TEX, KTO
noay4Yun NoNHbLIA Kypc npenaparta [50].

B 1994 r. npu usyyeHun hapmakoKMHeTUKU L-asp hupmbl
MEDAC B wuccnegosaHusax BFM 6bino mokasaHo, YTo nojiHas
LeneLus acnaparuHa Kak B niasme, Tak U B JIMKBOpe Habnto-
pjaerca npu ucnonb3oBaHuu L-asp B posax 10 000, 5000
u paxe 2500 E[l/M? HO mpu ncnonb3oBaHMW nocnefHen Jo3bl
TepaneBTUYeCKas aKTMBHOCTb npenapara B nnasme (6onee
100 E[l/n) 6bina AOCTUrHYTa NUWb Yy MONOBMHLI MaLUEHTOB,

no3TOMY B WMHAYKUMM pemmuccuu npoTokonos BFM HauuHas c
1995 r. L-asp cTana npumeHsTbCA B pa3oBoi fo3e 5000 Ef/m2.
Heobxon1Mo 0TMeTUTb, 4TO BCe (hapMaKOKMHETUYEeCKUe uccne-
LOBaHWA NPOBOAMAUCL HA HeGONbLIMX rpynnax GonbHbIX U 6e3
yyeTa pasiMyHbiX (haKTOPOB PUCKA, HUKAKUX OOJbLIMX KOHTPO-
JINPYEMbIX MYJBTULEHTPOBbLIX UCCNENOBAHUI PA3IUYHBIX J030-
BbIX PEXMMOB L-asp B MUpe [0 CUX NOP He NPOBELEHO.

B npakTuke npenapat BBOAMTCA BHYTPUBEHHO, BHYTPUMbI-
WeYyHo MAM NOAKOXHO [7, 8]. XoTa 3TO MOXET NpUBOAUTbL
K pa3nuyuam B GapMakoKMHETUKE, UHDOPMALMUA N0 3HAYUMOCTH
nyTei BBeAEHWUs BeCbMa orpaHuyeHHa [45]. M. Nesbit u coasr.
OMUCaNU MeHbLUY0 YacTOTy Pa3BUTUA anepruyecknux peakuuii
NpU BHYTPUMbILEYHOM BBEAEHWNY, YeM NpU BHYTPUBEHHOM [38].

BaxkHoit npobGnemoii Mcnonb3oBaHus L-asp sBnsieTcs obpa-
30BaHME AHTUTEN, KOTOPbIE CYLLECTBEHHO BAMAIOT HA acnapa-
TMHA3HYI0 aKTUBHOCTb [7]. 3TO MOXET KAMHUYECKW MpPOABAATL-
CA annepruyeckumu peakumamu [37], KoTopble pa3BuBaloTCA
y ¢/, NaumMeHToB, NoNy4aBlMX Tepanuio HaTuBHOI L-asp [12, 45],
UMY MPUBOAUTL K BbICTPOMY CHUXEHUIO PepMEHTaTUBHOMN aKTUB-
HOCTU 6€e3 KNMHUYECKUX nposBneHuit [8, 54]. YactoTty paseutus
TaKoW «MONYANUBOI WHAKTUBALMMY elle NPeACTOUT U3Y4UTb, HO
cofepxalynecs B IMTepaType faHHbIe NO3BONAIOT NPEANONOKUTD,
4TO OHa MMeeTcs bonee Yem y 50% nayueHTos ¢ peuugusom 0J1J],
nonyyaslwmx L-asp B coctaBe Tepanuu nepsoit nuHuu [31].

B uenom, HecmoTps Ha Gonee Yem 30-NeTHMIA ONBIT UCMOJIb-
30BaHMA L-asp, onTuManbHble [O3bl M PEXWUMbl ee BBEAeHUs
y pasnunyHeix nogrpynn nauueHtos ¢ 0J1J1 ocTaloTca HeACHbIMU.

TEPANUA, HANPABJIEHHAA HA I'IPOdeIIAKTVIKV
NMOPAYXEHUA LLEHTPAJIbHOW HEPBHOWU CUCTEMbI
Hauano 70-x rogos XX BeKa 03HaMeHOBanoCb BBeeHMeM Tepa-
MUK, HanpaBieHHON Ha npotunakTuky nopaxenus LIHC, 6aso-
BbIMW 3nemMeHTaMu KoTopoi ssuancb KO u nHTpatekanbHoe
BBefeHue xumuonpenapatos [13, 41]. TpeTbUM METOAOM ynyy-
WeHMA KOHTPONA HeliponeiikeMun ABAAETCA MHTeHCUUKaLUA
CUCTEMHOW Tepanuu C BKNIOYEHWEM TepaneBTUYECKUX NeMeH-
TOB, 06N1afaloWMX BbICOKOW aKTUBHOCTbIO B OTHOLWEHUN MEHUH-
reajabHoro nopaxeHus [41].

K 1990-m ropam nosBMAach CTaTUCTUKA BTOPbIX OMyxoneit,
BO3HUKABLINX Y «JeTeli-fAoAroXuTeneii», Kotopble noayynau
Tepanuio B paHHeM [eTCTBe M HaxOAWNUCb B CTOWKOW Npopon-
xutenbHoi pemuccum 011 [39]. Bo3HMKHOBEHME BTOPbLIX OMNy-
xonei 6bi10 06YCNOBNEHO KaHLeporeHHbIM 3hdEKTOM HEKOTo-
pbIX XMMUonpenapatos, Ho npexge Bcero KO B pamkax npodu-
NAKTUKW HeilponenKkemun. XoTsa 4acToTa pa3BUTUA OCITOXKHEHUN
WMPOKO BapbuUpyeT B PasHbIX WCCNEAOBAHUAX, BEPOATHO, OHA
Bblle y AeBoyek [49, 53], a Takxe y feTeil paHHero Bo3pacTa
[15].

Beugy no6ouHbix sieneHuit KO, BKntoYas Herponcuxono-
rMYyecKne W 3HJOKPUHHbIE MOCNEACTBUSA W BTOPUYHbIE OMYXO-
AW, MONYYMAW pa3BWUTMe anbTepHaTWBHblE CTpaTeruu Tepanuu,
HanpasfeHHOW Ha NpoduUNaKTUKy HelipopeLnansos [13, 53 ].

HaunHas c cepepuHbl 80-x rofoB XX Beka uccnefoBatenu
cTann wupoko ucnonb3osatb HD-MTX c uenbio npodunakTnku
pa3BUTUA HENPOPELWANBOB U NeYeHUs KCKPbITOW» Henponeii-
Kemun. OpHaKo ux pe3ynbTatbl pasnuyanucb. B HekoTopbIx
nccnegosatuax HD-MTX 6binn adcektusHee KO B oTHOWeEHUM
npodunakTukn Helipopeunameos [12, 21], Toraa Kak B fpyrux
He Oblno nokasaHo ux npeumyuiects Hag KO [12]. B Heckonb-
KMX MccnepoBaHuAx Obina BbisiBNeHa paBHas 3hheKTUBHOCTL
HD-MTX u KO [12, 17, 25]. Heobxogumo oTmMeTuTb, YTo HD-MTX
6e3 WHTpaTeKanbHOW Tepanuu He 06ecneyMBaloT afeKBaTHON
«UHC-HanpaBneHHoii» Tepanuu [44]. MeTaaHanu3 MexpayHa-
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POLHbIX WCCNef0BaHuiA, BKMOYaBWKUA noytn 3000 naumeHToB,
nokasan, yto fo6asnexne HD-MTX B pasnuyHbIX [O3MPOBKAX
1 peXumax BBELEHUSA He NPUHECNO YNyylWeHUs C TOUYKU 3pPeHNns
LUHC-Tepanuu [16, 51]. B ToM e MeTaaHanu3e Gbina NokasaHa
3KBMBANEHTHOCTb JIYYEBOW TEPANUM U JJIUTENILHOTO WUCMONb30-
BaHWS UHTPATEKaNbHbIX BBEAEHUN [16].

Takum 06pa3oM, HeCMOTPs Ha BOMbLIOE KONWUYECTBO MUccne-
JOBaHUN No M3ydeHuio 3eKTUBHOCTM Tepanuu, HanpaB/ieH-
HOW Ha npodunakTuky nopaxenus LLHC, onTumanbHbI puck-
afanTUPOBAHHbLIA TepaneBTUYECKUI PeXuUM NO-NpexHemy He
pa3pabotaH. Pe3ynbTarthl HEKOTOPbIX WCCNEAOBAHWUIA FOBOPAT
0 TOM, YTO paHHAS MHTEHCUDUKALMUA WHTPATEKANbHOW Tepanuy,
HapALy C MHTEHCUBHOW CUCTEMHON Tepanuei, pakTuyeckn npe-
JOTBpallaeT BO3HWKHOBEHME HelipopeunamsoB y aeteir ¢ OJ1J1
[25], a Takxke uTo GonblwuHCTBO AeTelt ¢ OJ1J1 ¢ Gonbwoii Bepo-
ATHOCTbIO MOTYT ObITb 3aLMLLEHBI OT PA3BUTUA HEPOPELUANBOB
6e3 ncnonb3osanus KO [11, 22, 25, 29, 44].

NOAAEPXUBAIOLLAA TEPANUA
3a nHTeHcuBHOI aszoit cnepyet 3tan [T. MexaHu3m npoTu-
Boneikemmnyeckoro penctsua [T ocTaeTcs HEBbIACHEHHbIM.
CornacHo opHOW M3 coBpeMeHHbIX runoTe3, 3thdeKT HU3KO-
LO3HOW «METPOHOMHOIA» Tepanuu OMNOCPELOBAaHHO peannsy-
eTCA Yepe3 aHrmoreHHoe [ieiiCTBME M YrHeTeHne CTPOMabHbIX
3nemeHToB [49]. OCHOBHBIMM npenapataMu Ha 3TOM 3Tane
ABNAIOTCA NYPUHOBbIE aHTUMeTaboAUTbl U MTX, KntoyeBas ponb
MTX 3akniouaetcsa B obnerdyeHun mMeTabonMyecKon aKTMBaLuUu
6-MepKanTonypuHa B KNeTKax.

OCHOBHble MUpOBblIE KOOMEPUPOBAHHbIE TPYyNMAbl CYMTAIOT
LOCTATOYHOI 06LYI0 ANUTENLHOCTL TEpanumn B 24 mecaua [14].
HekoTopble rpynnbl ucnonb3yioT 6onee gautensHyto MNT, ocobeH-

HO Yy MaJib41KOB, B TO e Bpems B ucciegosanun CCG nokasaHo,
yTo npogomkeHue MNT 6onee 3 neT He NOBbIWAET 3IPHEKTUBHOCTH
neyeHus [32, 43, 49]. C ppyroit CTOPOHBI, MOMBITKA YMEHbLMUTh
ee NPoJOMKUTENbHOCTb NPUBOAAT K CyLECTBEHHOMY yXyALle-
Huto obLwelt Bekuaemoctu (overall survival — OS) nauyuenTos
[36]. OmgHako B 0AHOM W3 UCCNeNOBaHWUI MPUBANU3UTENLHO
NONOBMHA MALMEHTOB, MOJYYABLIMX TEPANUi0 AJUTENbHOCTbIO
TONbKO 1 rof, OCTAKTCA B MONHON NPOLOMIKUTENBHOM PEMUCCUN
[36]. 3TOT haKT roBOPUT 0 TOM, YTO Y YaCTW NALMEHTOB, MO BCEN
BEPOATHOCTU, MOXET WCMONb30BaTbCA U MEHee AnuTesbHas
Tepanus, XoTa [0 HACTOAWEro BPEMEHW HET HU KIUHUYECKUX,
HW OMONOTNYECKUX WMHAMKATOPOB, MO3BONAWMX MAEHTUDU-
LMpOBaTh Takux nauueHtoB [32, 43, 49]. 3anorom ycnexa MT
ABNAETCA ee HeNpepbIBHOCTb, YTO MOATBEPIKAEHO PAJOM McCe-
JOBaHWUi, cornacHo um seinonHerune MNT B o6beme meHee 80%
0T Tpebyemoro fBAseTCs HEeONAroNpPUATHLIM MPOrHOCTUYECKUM
(haKTOpOM B OTHOLEHWUM pa3BUTUA peunansa [14, 49].

Hapspy c «knaccuyeckoit» MT, npeacTaBnsioueit coboit
LANUTENbHOE NMPUMEHeHNe aHTUMEeTaboNNTOB, HEKOTOPLIE UCCe-
LoBaTeNbCKWe rpynnbl ucnonb3yoT nynbcbl Ver + Dexa [22,
48]. MetaaHanus, nposefieHHbIn S. Richards u coast., nokasan,
YTO BBEJlEHWE PEUHAYKUUU/MHTEHCUDUKALMM NPUBOAMT K 10—
15%-my yBenuyenuto EFS y nauynentos ¢ OJU1 [14]. C ppyroit
ctopoHbl, V. Conter n coaBT. He Hawnu pasnuuuin B EFS y naum-
€HTOB rpynnbl npomexyTouyHoro pucka (ImRG), nonyyaswmx
unm Het nynbcebl Ver + Dexa Bo Bpems MNT [18].

TEPANUA OCTPOI0 IUM®OBAACTHOIO JIEMKO3A

YV BETEWU B POCCUU

[lo 90-x ropgos XX Beka B Poccuu He cyllecTBoBano nporpamm-
Horo nevenuns OJIJT y peteit. PaznuyHbie KNMHUKKM NPOBOAUIN

IMeanarpus Ouxoremarosorns Ne 10 (111) / 2015

| Dowmop.Py | 33



I HEMATOLOGY/ONCOLOGY

NeYeHue NaLMeHTOB C MOMOLLbLIO YepenyioWnXCcs CXeM BBeJeHMUSA
xumuonpenapatoB (BAMI — Vcr, 6-mepkanTonypuH, MeToTpe-
kcat, Pred; UAMIT — 7o xe, HO BMecTO Ver unknodochammug;
npumeHeHue uHTepdepoHa u T. 4.). 0TCyTCTBME B Hallel CTpaHe
OpraHu30BaHHON CUCTEMbl OHKONOMMYECKOI CTaTUCTUKM, Oue-
HUBatOLel pe3ynbTaThl le4eHns, He NO3BONANO HAa3BaTb TOUHYIO
BbiXMBaemoctb feteit ¢ OJIJ], ofHaKO No [aHHbIM Beaylux
KNMHWK ypoBeHb naTunetHei 0S He npesbiwan 20%, a pecaTu-
netHein — 7% [1, 3, 4]. OgHWUM U3 myTei ynyyweHUs pesynb-
TaTOB JeYeHUs CTano NpUMeHeHWe WCMbITaHHbIX Ha 3anape
MHTEHCKBHbIX MporpamMm XT € XOPOLIO M3BECTHBIMW KOHEYHbIMM
pesynetatamu [5]. VIMeHHO no TakoMy MyTW MOWAKM MHOTUe
OTEYEeCTBEHHble LEHTPbl W OTAENeHUs AETCKOW remartonoruu/
OHKonoruu. MNpoTOKONbI HEMELKO NCCNeA0BaTeNbCKO rpynmnbl
BFM sBunuce nepsoi 3anagHoi nporpammoii XT, koTopas Haya-
N3 WMPOKO UCMOb30BATbCS B OHKOreMaToNOrMyeckux oTgene-
HUAX Haleit cTpaHbl U B 90-x rofax ctana ctaHgaptom de facto
B Poccun [5].

C 1991 r. HUWN petckoit rematonoruu (HelHe PefepanbHbiii
HaYYHO-KAMHWNYECKNIA LLEHTP AEeTCKOW reMatonornu, OHKONOruu
1 ummyHonorun um. [imutpua Porauésa MwuH3gpasa Poccuu,
MockBa) ucnonb3yet ons neyeHus geteit ¢ 011 opurnHanbHelii
oTeyecTBEHHbIN npoTokon «Mocksa — Bepnun» (ALL-MB 91),
CO3/aHHbI B COTPYLHMYECTBe C kKNUHUKOI «LLlapute» (bepnuH,
l[epmaHus). Pesynbtatbl Tepanuu no npoTtokony ALL-BFM 90,
noNyyeHHbIe B LlAHHON KNUHUKE, OblM CONOCTaBUMbI C pe3yib-
TaTaMmu 3anafHbiX KNUHUK [5], OAHAKO aBTOPbI CYMTANM, YTO 3TY
LOBO/IbHO MHTEHCUBHYIO M CNIOXHYIO Nporpammy Tepanuu byaet
HenpocTo NpoBOAWTL B Poccuu, MOCKOMbKY OHa 4acTo conpo-
BOXAAETCA TAKENbIMU NOOOYHBIMU SBAEHUAMMU, TPebyloOWNUMK
BbICOKOKAYeCTBEHHOW W AOPOroCTOsALWel CONPOBOAUTENLHON
Tepanuu. No3ToMy peleHo BbI0 CO3AaTh Takylo e 3 deKTus-
Hyl0, HO MeHee arpecCUBHYIO W AOPOry0 NPOrpammy nevyeHus
C BO3MOXHOCTbIO €€ NMpUMEHEHUs B APYruX reMaTtonormyeckux
KAMHuKax Poccumn. CneumanbHbIMM TpeGOBAHUAMU K HOBOMY
NpOTOKOJY ObIIN: 0TKA3 OT NPUMEHEHUS BbICOKOAO3HON UHTEH-
cuBHOM XT; yMeHblueHMe NOTPeOGHOCTU B TpaHCdy3usx KOMMo-
HEHTOB KPOBW; leYeHNe NaLnUeHTOB B OCHOBHOM aMOynaToOpHO;
0TKa3 oT 06ny4YeHus y 6onblieit YacT 60bHBIX.

OcHOBHOI Hay4yHoO uaeei paHHoit nporpammsl XT ABAANOCH
npeAcTaBieHMe 0 K/IKYeBON ponu KOKKYNbTHOW» Helponeiike-
MWW B BO3HWKHOBEHUW PELUANBOB W, CNef0BaTeNbHO, B Heyaa-
yax nedenus OJU1 y peteir. B pamkax 3TON KOHLENLWUM BMECTO
knaccuyeckoro ctepoupa Pred 6ein ucnonb3oBaH Dexa. Kpome
TOro, ObIIM BBEAEHbl HOBbLIA PEXUM [auTenbHoro (B TeyeHue
HECKONbKNX MecAueB) npumeHeHus L-asp W noKanbHas xu-
MuonpodunakTuka Heitponeiikemumn nytem TIT (TpoitHas MHTpa-
TekanbHas Tepanua — MTX, uutapabut, Pred) [2]. BaxHbiMu
ocobeHHOCTAMM HOBOTO pexuma Tepanuu OJIJ1 ABUAUCH NOJHBI
oTka3 oT HD MTX, uuknococdaHa u umtapabuHa, 3HauuTeNbHas
PeAyKUMA KYMYNATUBHOM [03bl aHTPALMKAMHOB M 0TKa3 oT KO
Lns 60NbWKHCTBA OONbHbIX.

B nepsom nccneposaHuu ALL-MB 91 naumeHTbl 6bi1n pasge-
JIeHbl Ha [1Be rpynnbl pucka: rpynny ctaHaapTHoro pucka (SRG)
u rpynny pucka (RG). B ocHoBy onpegeneHus rpynn pucka 6uinu
NONOXeHbl ABa OCHOBHbIX (hakTopa — BO3PacT U MHULMANbHbIN
NIeNKOLMTO3.

[ins Toro uToObI pe3ynbTaTbl TaKOro MCCNefoBaHUs Gbinu
0GBbEKTUBHBIMMU, peleHo Obi0 CPaBHWUTb HOBbI MPOTOKOM MO
3P HEKTUBHOCTU M TOKCUYHOCTW CO CTAHAAPTHbIM MPOTOKONOM

ALL-BFM 90 B pexume MOHOLEHTPOBOrO paHLOMWU3UPOBAHHOTO
uccnegosaHus. K 1995 r. noBTOpHble CTaTUCTUYECKME aHANN3bI
LaHHbIX NOKasanu abCoNOTHYI0 UAEHTUYHOCTb Pe3ynbTaToB
neyenns OJ11 y peteit no aBym npotokonam XT. Bmecte ¢ Tem
npotokon ALL-MB 91 ye B 3TOM paHHeM UCCNefoBaHUM 0OHa-
pyxun pag npeumyiects. pu nedennn no npotokony ALL-BFM
90 6onee 60% peteit ¢ OJ1J1 GbINM OTHECEHbI K rpynnaMm cpea-
Hero (MRG) u Bbicokoro pucka (HRG). Bce 3atu get nonyyanu
KO. Mopasnstowee 60nbWUHCTBO (84%) NaLMEHTOB, IEYEHHbIX
no npotokony ALL-MB 91, oTHocunuch k SRG, u obnyyeHue
rofoBbl Yy 3TUX AeTeld He UCMOoNb30BanoCh. Y 3TOW e rpynnsbl
nauueHToB 6bina pe3Ko peayLMpoBaHa KymynsaTUBHas A03a
aHTpauuknuHoB. MoGouHble 3thdekTsl Ha nporpamme ALL-MB
91 ObIIM YMEPEHHO BbIPaXeHbl, NaLyueHTam TpeboBanoch MeHb-
We TpaHchy3nil IpUTPOLUTOB, aHTUOUOTUKOB, U OHU MeHbLUE
1 pexe HaxoAMNUCH B oTaeneHun [2].

C aBrycta 1995 r. HayanoCb MyNLTULEHTPOBOE MCCIeno-
BaHune ALL-MB 91/ALL-BFM 90m?, B pamkax KoToporo Habop
60nbHbIX OblN 3aKoHYeH B Mae 2002 r. Mpu 3TOM B pe3ynbrare
NOCTENEHHOro NPUCOEAUHEHNA HOBbIX KNUHUK B UCCNef0BaHNe
Ob1n10 BK/IIOYEHO Gonee 700 nayueHToB M3 11 LEHTPOB AETCKO
OHKonoruu/rematonoruu Poccuu.

Mo pe3synbTataM paHHOro wccnefoBaHus, 3hdEKTUBHOCTb
HoBoro npotokona ALL-MB 91 oka3anacb Takoii e, Kak
y ALL-BFM 90m. HecmoTpA Ha OTCYTCTBME MHTEHCUBHOM BbICOKO-
Ro3Hoit Tepanuu, EFS 6onbHbix OJI]1 cooTBETCTBOBANA CTaHAap-
TaM, YCTAHOBNEHHbIM B GONbWNHCTBE COBPEMEHHbIX 3anafHbiX
NPOTOKONOB, U cocTaBnsana 67 + 3%, npuyem y naymeHToB SRG
OHa paBHAnace 73%, a y nauneHtoB RG — 54%. Mexpy ABymMs
pexumamu He HabNAAN0Ch Pa3NMYUIl MO YACTOTe LOCTUKEHUS
MOMHbIX PEMUCCUIA U YWUCAY PeLMAMBOB, @ TaKXKe MO KpPUBOW
BbDKMBaeMoCTM 3a 10 neT HabnoaeHns Kak B LieOM, Tak U B
3aBUCUMOCTU OT OTAENbHBIX (hakTOpoB pucka [2].

HecmoTps Ha xopolwue pe3ynbTaTbl, OCTaBanCA Lenbld paf
HepeleHHbIX NpobyieM Tepanuu: BbiCOKas IETaNbHOCTb B CBA3M
C Tepanuei U BbICOKAs 4acToTa HelpopeunanBoB y 6ONbHbIX
RG [2, 6].

YcnewHslit onbiT uccnegosadusa ALL-MB 91/ALL-BFM 90m
nokasan 3(h(eKTUBHOCTb TEXHONOTUN MYNLTULEHTPOBLIX UCCAe-
LOBaHWIA ANs ONTUMU3ALLUW Tepanun B reMaTonorum/oHKonorum
1 OKa3aj OrpoOMHOE BAUSHME HA W3MEHEeHUe MeHTanuTeTa AeT-
CKMX Bpayemn-oHKoremarosoroB no Bceit Poccuu. BHeppeHnwue
HOBbIX TEXHOIOMWIA IeYeHUs W NOLTOTOBKA MEAULMHCKOTO nep-
COoHana no3BOAMAM PAcNpOCTPaHUTb COBPEMEHHbIE MPOTOKONbI
Tepanuu OJ1J1 He TONBKO B KIAWHWUKE MHCTUTYTA, HO WM B Kpyn-
HEeMWMX KpaeBblX, 06NACTHbIX reMaToNOTMYeCcKUX LeHTpax P®
u benapycu. NMo3atomy 6bI0 pelEHO NPOAOIKUTE COBMECTHYIO
paboTy LEHTPOB B BMAE MOCTOAHHO AEUCTBYlOWEN Koonepu-
poBaHHOM rpynnbl «MockBa — bepnuH», opraHn3osas HOBOE
nccnepoBanme ALL-MB 2002.

Mpotokon ALL-MB 2002 nposoguncs B Poccun B 2002-
2008 rr. B uccneposaHuu npuHanu yyactue 6onee 30 LEHTPOB
Poccun n Benopyccum, 3a 5 ¢ nonoBMHOW NeT UCCnefoBaHMA
3apeructpuposaHo 6onee 1500 nauueHtos. CoBeplieHCTBOBA-
HWe NPUHLWNOB CONPOBOAWUTENbHON Tepanuu, NOBbIWEHKE
onbiTa W KBanMdUKaLUM MeLULMHCKOrO NepcoHana no3soanau
MCMOJIb30BaTh B HOBOM MPOTOKOME Y OTAENbHbIX NALMEHTOB
6onee MHTEHCUBHbIE 3M1eMeHThl Tepanuu. Tak, Gbina JONONHM-
TeNbHO BblgeneHa noarpynna 6onbHbix HRG, maBHoit ocobeH-
HOCTBIO KOTOpPOW fBifeTcA nepBuyHas pesucteHTHocTs OJIJ1

T ALL-BFM 90m — modugpuyuposatiHbili npomokon ALL-BFM 90, 8 pamkax komopo2o do3a MTX ymeHblieHa ¢ 5 00 1 2/M? u dnumenbHOCMb €20 UHPY3UU

ysenu4eHa ¢ 24 0o 36 yacos. — [lpum. asm.
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K xumuotepanuu. Mo cBoum napametpam oHa COOTBETCTBOBaNa
rpynne BbICOKOTO pucka npotokonos BFM. OpHako npuHumnel
cTpaTUUKaLMKM OCTaNbHBLIX TPyNN pucka (B 3TOM MUccnefoBa-
HWM OHW CTaNu Ha3blBaTbCA «rpynna CTaHAAPTHOrO pUCKa» —
SRG n «rpynna npomexyTouHoro pucka» — ImRG) octanuch
MpeXHUMU.

HecmoTpsa Ha ycnex KoonepupoBaHHOW rpynnbl «MockBa —
Bepnuuy, He sBnsoweiica no ugeonorun bOM-opueHTMpoBaH-
HOW, W KOHKYPEHTHble pe3ynbTaThl NIeYeHUs B LenoM, B xofe
nccnenosarus ALL-MB 2002 6bin BbisiBAEH psig npobaem Tepanuu
0Ny peteir B Poccun. B nepByio oyepeab OTMeYeHa BbICOKas
NeTanbHOCTb Ha 3Tane WHAYKLMOHHON Tepanuu W B COCTOAHUM
PEMUCCUM NO CPABHEHMIO C BEAYLWMMU 3aPYOEKHBIMU KIUHUKA-
MK, YacToTa cMepTeil Ha 3Tane MHAYKLMOHHOW Tepanuu Obina
JI0BOJIbHO BbICOKOW U COCTaBAsNa ANsA BCeX NauueHToB 4,21%,
a B rpynne HRG — 9,18%. JletanbHOCTb B peMUCCUM Y NALNEHTOB
SRG n ImRG He pa3nnyanacb u coctaBasna okono 5%; y naum-
eHToB HRG, nonyyaBWMX WMHTEHCUBHYIO BbICOKOAO3HYIO Tepa-
nuo, — 11,22%. MNpuynHamu BbICOKMX NOKa3aTenen netanbHo-
CTW CTaNu OTHOCUTENbHO No3aHAs auarHoctuka OJJ1 B Poccun
1 MOCTyNneHne fAeTen B CNeLnManm3MpoBaHHble LeHTPbl B MI0X0M
o6Lem cocToaHUN.

MonyyeHHble AaHHble ObINKM MONOXKEHbI B OCHOBY MUCCIEnO-
BaHuA ALL-MB 2008, ogHoit U3 OCHOBHbIX Ufei KOTOpOro crana
HOBas CTpatuduKauus Ha rpynnbl pucka. YuuTbiBas coxpa-
HAKOLWYIOCA BbICOKYK N€TaNbHOCTb Ha 3Tane MHAYKLUOHHOW
Tepanuu, uccnefoBateny pewunu ucnonb3osatb B top-dase
M Ha paHHMX cpokax WHAykuuu PEG-acnaparunasy (PEG-asp)
B Hagexpe Ha 6ofiee paHHee [OCTUKEHME PeMUCCUM, yyylle-
HWe oTBeTa Ha 8- u 15-N [HM Tepanuu u, Kak cnepcTBue, Ha
COKpalleHne ANUTENbHOCTM annasuu, yYMeHblleHWe YacToThl
TAXKENbIX UHPEKLMA U CHUKEHWE paHHEN CMepTHOCTM. Y YacTu
nauueHtoB SRG cornacHo paHAoMM3auuWM aHTPALMKAUHBI B
MHAYKLWMW HE NCMOAb30BaANCh BOBCE, NPM 3TOM OfHOM M3 3aAay
ABAANOCH pelleHne BONpoca O TOM, NPUBELET N 3TO K YMeHb-
WeHMI0 TOKCUYHOCTU 6e3 noTepu 3hHEKTUBHOCTU Tepanuu.
Ewe opHOM 3apgayent CTano paHAOMU3UPOBAHHOE CpaBHEHMWe
addekTnBHOCTM 9 BBeaeHuit PEG-asp B fo3e 1000 ME/m? n 18
BBeJEHWI1 acnaparuHasel Escherichia coli B po3e 5000 ME/m? B
Tepanuu KoHconuaauum y 6onbHbIx SRG. B npotokone ALL-MB
2008 6bIN0 TakKe NPOAOMKEHO PaHAOMWU3UPOBAHHOE CpaB-
HeHue 3tdekTnBHocTn HD-MTX n LD-MTX. OpHoit u3 KpaiiHe
BaXHbIX 3aaay uccneposaHus ALL-MB 2008 6bino pelweHue
BOMNpPOCa O TOM, BO3MOXE€H nn nosHbii oTkaz oT KO y Bcex
6onbHbIX OJIJT unn B oThenbHbLIX Noarpynnax nauvextos ImRG,
a TakXe [OCTaTOYHO NN 1A KOHTPONA HEeNponeikeMuu npume-
HEHUA [OMONHUTENbHBIX MHTPATEKaNbHbIX BBELEHUA B Tepanuu
KoHconupaumu.

Wcecneposatne ALL-MB 2008 6blio ycnewHo 3aBeplieHo
B 2014 r. Witoru atoro uccnegoBaHus o6CyKAaAIOTCSA, U Koonepu-
pOBaHHas rpynna roToBUTCs K nybaukauusm. Matepuan, KOTopbIM
pacnonaraeT KoOONepupoBaHHaA rpynna, YHUKaneH: B MNpoTo-
Kon BK/OYEH 3461 60NbHOM CO CpOKOM HabnoaeHus 1o 6 net
B Bo3pacte oT 1 mecsAua go 28 nert. [lo npeaBapuUTeNbHbIM [aH-
HbIM, 86% nauueHToB xwuBbl; EFS coctasuna 81% (puc. 1, 2).
[poToKon uMeeT MeXAyHapoLHYI0 perucTpauuio u, no cyue-
CTBY, ABNAETCA BU3UTHOW KAapTOUYKOM POCCUMCKON KNUHUYECKON
HayKu.

B 2015 r. Hayato uccnepoBaHue 3PhEKTUBHOCTA HOBOIO
npotokona ALL-MB 2015. MpuHumMAManbHbIM OTAMYMEM 3TOrO
UCCNefOoBaHUA ABNAETCA HOBAs KOHUENuua cTpatudukauum
Ha TepaneBTUYECKMUE Tpynmnbl, B KOTOPOI OCHOBOMOMAramLLyio
PO/ib UTPAIOT UMMYHOEHOTUN U MONEKYNSPHAs reHeTuKa GnacT-

Puc. 1. BeccoObrruiinas BBKUBAEMOCTb
IIAITICHTOB U KYMYAATHBHBII PUCK Pa3BUTHA
PEIMANBOB B IIPOTOKOAAX cepun «Mockpa
bepaumn» (darnnsie DHKIL demcxoil eemanionozun,
onkonozun u ummyronsoeun um. Amumpus Pocavésa).
I Ipumeyarue. 3oece u r1a pucyrxe 2: 111 1P — noanas
npodosscumensrian pemuccus, CI — Kymyaamusioiil
puck, EFS — beccobvimuiinas svincusaerocnty
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]
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Puc. 2. beccoOvrTniiHas BELKIBAEMOCTD
IIAITIEHTOB B 3aBUCUMOCTHU OT IPYIIIIBI PHCKA
na nporokoae ALL-MB 2008 (darmsze DHKI ]
0emICKOll 2eManioNozitl, OHKOA0ZUY U UMMYHOAOLUH
um. Amumpus Poeauésa)
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HbIX KNeTOK. BnepBble pa3paboTaHa coBeplIeHHO HOBas CTpaTU-
(huKauusa Ha rpynnbl pucka Aas naumeHTos ¢ T-kneToyHsim 0J11,
OCHOBAHHas KaK Ha KITMHUYECKMX NapamMeTpax U 0TBeTe Onyxonu
Ha Tepanuio, Tak u Ha 3kcnpeccun CD1a Ha BRacTHbIX KNeTKax.
Nauunentsl ¢ OJIJT u3 B-kneTtok-npeplwecTBEHHUKOB CTaplle
15 net BbIAENATCA B OTAENbHYIO MOArpynny, U Cpeau Hux
npefnonaraeTca NpoBecTU NpAMOe PaHLOMU3MPOBAHHOE CpaB-
HeHne 3 dekTnBHOCTM pa3nuyHbix K. Ha ocHoBe pe3ynbratoB
npefblayLnx UCCNefoBaHUit BBOAATCA 0653aTeNbHOE NPUMeHe-
Hue y Bcex nauueHtoB PEG-asp Ha 3-# feHb Tepanuu, LD-MTX
B KOHCONMAALMAX W [ONONHUTENbHAA MHTPATEKaNbHasA Tepanus
Bmecto KO y Gonblueit yacTu nayueHToB. B Hajexzae Ha Bo3-
MOXHOe yMeHblleHne TOKCUYHOCTM Tepanuu npefnonaraercs
paHAOMM3MpPOBAHHOE WCCNeAoBaHWe NpeuMylecTs MpepbiBu-
cToro Kypca Dexa B MHAYKLMM nepef ero NOCTOSAHHbIM MPUEMOM.
MnaHupyeTtca uccnepoBaHne 3PdEKTUBHOCTM WUCMOb30BAHUSA
HOBbIX NPENAPATOB Y OTAENbHbLIX NOAFPYNN NALMUEHTOB C NAOXU-
MU pe3yibTatamu Tepanuu.
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3AKJNIOYEHUE
Takum o6pasom, 6eccobbITUNHAA BbIXKMBAEMOCTb fieTeil, 60/b-
HbIX OCTpbIM nuMdo6nacTHeiM neitkosom (OJIN1), yBenuuunach
¢ 5% B 1960-e no 75-80% B 2000-e ropabl. KntoyeBbiMU KOM-
MOHEHTaMM TaKOro 3HaMeHaTeNbHOro Mporpecca fABAANOTCA:
1) 3-4-KOMNOHeHTHas WMHAYKUMOHHAA Tepanus (LOCTUXKeHWe
pemuccumn y 98-99% nauyueHToB); 2) npodunakTUka nopaxe-
Hua UHC (ymeHbleHWe YyacToThl HEMPOPELUANBOB O 3HAYEHUA
MeHee 10%); 3) uMHTeHcuBHas dasa Tepanuu; 4) NPOAOIKM-
TenbHas asa NoAJepKMUBalOLEN Tepanuu.

HecmoTpsi Ha TO 4YTO COBPEMEHHbIE MPOrpaMMbl XUMUOTE-
panuu noseonsioT gobusatbca usneveHus 80% peteit ¢ O,
Tepanusa OCTAaeTCi AO0CTAaTOYHO MHTEHCUBHOM UM TOKCUYHOIA.
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AyTOBOCHaJ'IMTEHbeIe CUHAPOMBI B neauaTpun

(0630p nuTepartypbl U COOCTBEHHbIE
KNUHUYECKNe HabnoaeHusn)

A. Jl. Ko3noea!, 0. B. bapa6aHoBa?, M. M. Kanunuua?, A. 10. Wep6uHa!
T PedepanbHblli HayYHO-KAUHUYECKUL yeHmp 0emckol eeMamosio2uu, OHKOI02UU U UMMYyHOM02uU uMeHu mumpus Poeayésa, 2. Mocksa

2 flemckas 2opodckas knuHudeckas 6onsHuya Ne 9 umeru I. H. CnepaHckozo lenapmamenma 30pasooxpaHeHus 2opoda Mockssi

BocnaneHus.

B cTaTbe cienaH 0630p MTEpaTypHbIX JAHHbIX, @ TAKKE U30XKeHb COOCTBEHHbIE HAONOAEHUSA N0 Npo6aeMaM AMarHOCTUKN U Tepanum ayToBoC-
NanUTeNbHbLIX CUHAPOMOB Y AeTeit. [IpeAcTaBaeHbl UCTOPUYECKME CNPABKU, MATOTEHES, KNMHUYECKAs KapTUHA, METOAbI AUATHOCTUKM U Tepanuu
370/ HO3010TMMU. [laH 0630p reHeTUYECKN AeTEPMUHUPOBAHHbIX 3a60NeBaHUA, B OCHOBE KOTOPbIX EKUT HAapylieHUe PeryaaLum MexaHu3mos

Peumnmsmpyromaﬂ nnxopapkKa, Hecneumbmqecn(me BOCnajauTenbHble U3MEHEHUA U NOPaXKeHUA pPasjIM4YHbIX OPraHoOB ABAAKTCA TUNUYHBIMU
NpoABNEHNAMN ayTOBOCNANUTENIbHBIX CUHLPOMOB. MyﬂbTVI,U.VICLl,MI'IﬂMHaprIVI noaxopn, oCBeAOMNEHHOCTb Bpaqeﬁ NepBMYHOrO 3B€HA O Hann4uun
TaKUX pefKnx 3aboneBaHunii, Kak ayToBOCNaJiTeNbHbIE CUHOPOMbI, ABNAIOTCA KNKOYOM K yCNeWwHOMY JieYeHUto.

Knwouyesesle cnosa: ayToBoCnasuTenbHble CUHAPOMBI, VIHI'VI6VITOp l/IHTepﬂel‘;lKVIHa 1, nuxopapKa, MONEKYIApHO-reHeTUYecKoe uccnefoBaHme.
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mechanisms that regulate inflammatory responses.

for successful treatment.

MpaKTUKe KaXA0ro Neamatpa BCTPeYaoTcs 6obHbIe C TaKUM

COCTOAIHMEM, KaK NIMXOpPajiKa HeACHOro reHesa. 3a nocnef-

HUe HEeCKONbKO [ecATUneTuin cnucok auddepeHLnanbHbix
AMArHo30B 3TOr0 COCTOAHMA 3HAUNUTeNbHO pacwupunca. lomumo
MHMEKLMOHHBIX, QYTOUMMYHHbIX, NAaPAHEONNACTUYECKUX MPUUNH
JIUXOPAAKK, HYXHO MOMHWUTL 06 OTHOCUTENbHO HOBOIA rpynne
3aboneBaHunit — ayToBocnanuTenbHbix cuHgpomax (ABC).

ABC — pocTaToyHO pasHOpPOAHAs rpynna pefkux, reHeTu-
Yeckn 06YCNOBIIEHHBIX COCTOAHMIA, XapaKTepPU3YIOLWLMXCS nepu-
OANYECKUMM 3MN30[aMU CUCTEMHOrO BOCMANEHWs WU NposBASA-
IOLMXCA NUXOPAAKOI U NONMMOPMHON KNIMHUYECKON KapTUHOIA,
HepeaKo UMUTUPYIOLLE peBMaTUYecKue U fpyrue 3aboneBaHus
B OTCYTCTBME AyTOMMMYHHbIX WNU UHPEKLMOHHBIX MPUYUH [3,
20]. Mo knaccudukaumum Esponeiickoro o6wecTsa no U3y4eHunio
uMMyHopedbULMTa, ayToBOCNANUTENbHbIE 3a00NeBaHNsA OTHeCe-
Hbl K NepBUYHLIM UMMYHOAEPULNUTHBIM COCTOSHUAM, @ UMEHHO K
rpynne fetheKToB BPOXAEHHOMO 3BEHA UMMYHUTETA.

TepMuH «ayToBOCNANUTENbHbIE CUHAPOMBI» NoABMACA B 1999 1.
6naropaps amepukaHckomy uccneposarenio [loHy KactHepy [20].
C Tex nop nepeyeHb ayToBOCMANMUTENbHbIX 3aboneBaHui NocTo-

This paper summarizes published reports on the diagnosis and treatment of autoinflammatory syndromes in children and the authors' own
experience in this area. The authors provide historical data and give information about the pathogenesis of these conditions, their clinical
manifestations, diagnosis and treatment. The paper also includes an overview of genetically determined diseases caused by abnormalities in

Recurrent fever, non-specific inflammatory changes and lesions in different organs are typical features of autoinflammatory syndromes.
A multidisciplinary approach and awareness of primary-care physicians of rare conditions such as autoinflammatory syndromes are essential

Keywords: autoinflammatory syndromes, interleukin-1 inhibitor, fever, molecular genetic testing.

AHHO TOMONHAETCA 32 CYET BHOBb OTKPbLIBAEMbIX CUHLPOMOB.
Ha cerogHsawHuit feHb onucaHo 6onee 25 pasnuuHbix ABC [1, 3,
24], a TakxKe co3paHa ux knaccudukaums (mabs. 1).
3HauuTenbHbIM nporpecc B u3ydeHun ABC Obin [OCTUTHYT B
KoHue XX Beka, korga 6narogaps CTpeMUTENbHOMY Pa3BUTUIO
MONEKYNAPHO BMONOTUK 1 MONEKYNAPHOW MeauLMHbI YaAnoch
YCTAaHOBUTb FEHETUYECKYID NMPUPOAY PAfA MOHOTEHHbIX ayTo-
BOCNANUTENbHbIX 3300/1€BaHNII U TeM CaMbiM MPUBAU3UTBCA K
MOHUMaHWIO UX naToreHesa. Tem He MeHee y OCTasbHbIX ayTo-
BOCMANUTENbHbIX 3360NeBaHUI FeHEeTUYECKMe OCHOBbI MOKa
He BblfBNEHbl. KpoMe TOro, BO3HMKNA KOHLUENLWA NONUTEHHBIX
ABC, korga ofiMH UM HECKONbKO reHeTuYecKknx aedeKkToB npea-
pacnonaralT K WUX pa3BUTUIO, OHAKO He ABNAIOTCA UCTUHHO
NPUYMHHO-3HAUYMMbIMU. K 3TUM 3360N€BAHNAM OTHOCAT CUCTEM-
Hblil IOBEHWUNbHbIA MAMONATUYECKMII apTpuT, 6onesHb bexyera,
cuHgpom Mapwanna (nepuopnyeckas nuxopajka, adTo3HbIN
ctomatuT, hapuHrut n agenut — Periodic Fever with Aphthous
Stomatitis, Pharyngitis and Adenitis, PFAPA), noparpy u T. A.
Kak BO3HMK TEpMUH «ayToBOCManuTenbHble»? BocnaneHue
ABNAETCA Haubonee (UIOreHeTUYECKU OPEBHUM MeXaHU3MOM
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Tabanma 1 l

Kaaccuduxanua CHHAPOMOB OCTPOro
Ausmca omyxoau [31]

lpynna CuHapomMbI leH Tun Hacne-
AOBaHMNA
lepuopmnyeckne FMF MEFV AP
nmxopankin HIDS/MKD MVK AP
TRAPS TNFRSF1A | AL
NLRPs- FCAS, MWS, NLRP3 AL
accounmpoBaH- CINCA
HbIE CUHAPOMbI FCAS 2 NLRP12 AL
[panynemaro3sraa | bnay CARD15/ | AL
6onesHb NOD2
MpoTteacom- Nakajo— PSMB8 AL
accouMMpoBaH- Nishimura
Hble CUHLPOMBI (cuHppom
Hakapxo —
Huwumypa)
JMP
CANDLE
MnoreHHble cuH- | PAPA PSTPIP AL
APOMbI Majeed LPIN2 AP
(cuHppom
Mapxupa)
DIRA IL1Ra AP
DITRA IL36Ra AL
[Tprmeaanne. AA— ayrocomHO-pAOMUHAHTHBIH, AP —
ayrocomuo-pereccusasii; CANDLE —  Chronic

Atypical Neutrophilic Dermatosis with Lipodystrophy
and Elevated Temperature (XpOHHYECKHN ATHUIIHYHBIA
HEHTPOPUABHBII ACPMATO3 C AUTIOAUCTPOHEN I AFXO-
paakoit); CINCA — Chronic Infantile Neurological,
Cutaneous and Articular Syndrome (xpormdeckuii Maa-
ACHYCCKUI HEBPOAOTHYECKUN  KOMKHO-aPTHUKYAAPHBIHI
cuappom); DIRA — Deficiency of the Interleukin-1
Receptor Antagonist (AepUIIET aHTATOHICTA PELIEITOPA
natepAerikuaa 1); DITRA — Deficiency of the Inter-
leukin-36 Receptor Antagonist (sedpurnT aHTArOHHCTA
peerrropa unTepaciiknaa 36); FCAS — Familial Cold
Autoinflammatory Syndrome (ceMEHHBII XOAOAOBOMN
ayTOBOCIIAANTEABHBIN CHHAPOM); FME — Familial Mediter-
ranean Fever (cemelinas cpeAn3eMHOMOPCKAS AMXOPAAKA);
HIDS/MKD — Hypetimmunoglobulinemia D Synd-
rome/Mevalonate Kinase Deficiency (tumep-IgD-cumn-
APOM/ CHHAPOM AehHILINTA MEBAAOHATKHUHASEL); JMP —
Joint Contractures, Muscular Atrophy, Microcytic Anemia
and Panniculitis-Induced Lipodystrophy (cuaApoMm, cB-
3aHHBIH C KOHTPAKTYPOI CyCTAaBOB, MBIIIICIHON AWC-
tpodpuert u rmanaEKyAnTamn); MWS — Muckle—Wells
Syndrome (cmmapom Makaa — Voaaca); PAPA —
Pyogenic Sterile Arthritis, Pyoderma Gangrenosum and
Acne (IIMOTreHHBIN CTEPHABHBIN APTPUT B COYCTAHUN
C TaHIPEHO3HON ITHOACPMHUEH, BBIPAKCHHBIMH aKHE
u dypyuakysesom); TRAPS — Tumor Necrosis Factor
Receptor 1 Associated Periodic Syndrome (rreproande-
CKHIT CHHAPOM, aCCOITHMHPOBAHHBIN C PELEITOPOM hak-
TOpA HEKPO3a OIyXoAH 1-ro THIIa).

MMMYHHOW 3awwuTbl. OHO OrpaHUyYMBaeT pacnpocTpaHeHWe narto-
reHa u3 oyara nepeBuYHO MHGEKLUMM, NPUBNEKAET B 3TOT oyar
MMMYHOKOMMETEHTHbIE KIETKM, @ TaKKe, B Clyyae MacCUBHOW
UHGbEKLNM, aKTUBU3UPYET CUCTEMHbIE MeXaHWU3Mbl s GOpbObI
C Helo, B TOM YMC/Ie U BbICOKOCMNELNANN3NPOBAHHbIE MEXaHU3MbI
npuobpeTeHHoro uMmMyHuTeTa. OaHaKO ANUTENbHOE, N3OLITOYHOE
BOCManeHne camo no cebe MOXET CTaTb Cepbe3HbIM NMOBpex.aa-
oWMM (haKTOpPOM, NMPUBOASALMM K AECTPYKLMW TKAHEN, uctolle-
HUIO OENKOBO-CUHTETUYECKOH (YHKLUM, OTNOXEHWIO aMUIOM-
L2 U BTOPWUYHOMY MOPAXKEHWIO BHYTPEHHUX OpPraHoB. [lo3ToMmy
B npouecce QuaoreHesa WMMYHHOW CUCTEMbI BblpaboTanuch
CNIOXHble MeXaHU3Mbl, perynupylolwmne He ToJbKO BKIOYEHWe
BOCMANNTENbHbIX PeaKLuii, HO U X CBOEBPEMEHHOE BbIK/IOYEHME.
B ocHoBe ABC nexar reHeTnyeckue aedeKkTbl pa3nnyHbiX 3BeHbEB
CNIOXHOTO MeXaHW3Ma BOCMaNeHus, KOTOpble NPUBOAAT K HapylLue-
HUIO ero peryasLmum u K Te4eHuio BocnaneHns 6e3 MHdeKLMoHHOM
NPUYMHBI MW HA NPOTAXKEHUN [ONTOr0 BPEMEHU NoC/e ee ycTpa-
HeHus [1]. B wacTHocTW, Takue pedeKTbl BeyT K HapylieHuio
B3auMMofieicTBuA GENKOB, OTBEYAIOWMX 33 HOpManbHyl0 paboTy
nHgnammacom, Hanpumep NLRP3-uncnammacomsl.

NHdnammacombl npeacTaBasioT co6oil LMTonnasmarmyeckue
0enKoBble KOMMNEKChl, pacno3Haloline TUMUYHbIE MONEKYNsp-
Hble MapKepbl NaTOreHOB U 3HAOTEHHbIE MOJEKYbl ONACHOCTY
u obecneynBalowme 3anyck U npekpaljeHne MexaHM3MoB BOC-
nanenus [37], B nepByto oyepeab npomykuuio aktusHoro UJ1-1
[17]. CumnTOMbI MHOrMX ayToBOCMANUTENbHbIX 3a00JEBaHMIA
CXOXU Mexnay coboil n ¢ cumnToMamu 6Gonee yacTbix Mpuob-
PETEHHbIX BOCMANUTENbHbIX CUHAPOMOB (Hanmpumep, peBMaTo-
WAHOTO apTpuTa) UMEHHO MOTOMY, YTO Pas3fMyHble NMepBUYHbIE
pedeKTbl UMelT eAMHOe NOCNefACTBUE — U36LITOK NMPOAYKLUM
NPOBOCMANUTENbHBIX LLUTOKUHOB, OCHOBHbIM U3 KOTOPBIX ABASA-
etcs WN-1. 310 Takke o6bACHAET TOT (haKT, YTO CENeKTUB-
Hble MHrMGUTOpbI LMTOKMHOB Bocnanewus (®PHO, UJ-1, UJI-6)
3tEeKTUBHBI NPU Pa3NNYHbIX MOHOTEHHBIX 1 nonureHHsix ABC.

CBoeBpemeHHas amarHoctuka ABC npepcTaBnseT CnoxHylo
npobnemy, 4To CBA3aHO, BO-NEPBbIX, C PEAKOCTbIO 3TUX 3abose-
BaHUI U HeJOCTAaTOYHbIMU 3HAHUAMM O HUX CPefyu PasNUYHbIX
CMeuuanucToB 1, BO-BTOPBIX, C Pa3HOOOPA3MUEM UX KNUHUYECKO
KapTuHbl [3, 5, 8]. Kak 6bi10 cka3aHo Bblle, 06WMMK Ans 3TOW
rpynnbl 3a6oneBaHnii ABAAITCA NMXOpaAKa (peunansupyoLas
C PasM4YHbLIMU WMHTEepBanamu), BocnanuTenbHas nabopartop-
Has aKTMBHOCTb BO BPEMA 3MW30A0B 0OOCTPEHWA, @ HEPEefKO
M B MPOMEXYTKAX MEXAY HUMMW, KOXHble CbIMU U MOpa)eHus
CNM3UCTBIX 000N0YEK, NOPAXEHUs CycTaBoB (OT apTpanruit o
TAXENbIX aPTPUTOB C BbIPaXKeHHO fedurypauueir), aumdonpo-
nudepauus. Y Hanbonee yacto sBcTpevarowmxcs ABC Hepegko
OTMEYaloT WMAEHTUYHYIO KIMHUYECKYIO KapTUHY, MO3TOMY BO
MHOTUX Cly4asx OKOHYaTenbHas BepudUKauus AuMarHosa BO3-
MO3KHa TONbKO NOC/e NPOBEAEHUA MONIEKYNAPHO-TeHETUYECKOro
uccnepoBaHus. OfHAKO ecTb M XapaKTepHble OTAUYUTESIbHbIE
0COBEHHOCTM OTAENbHbIX CUHAPOMOB.

CUHAPOM MAPLUAJIIA (PERIODIC FEVER WITH
APHTHOUS STOMATITIS, PHARYNGITIS AND
ADENITIS, PFAPA)

Meproanyeckunii CUHAPOM ¢ ahTO3HbIM CTOMATUTOM, GAPUHTUTOM
1 AuMbafeHUToM, UK cuHapoM Mapuwanna, 4acTo BCTpeyaeTcs B
NpaKTUKe NeanaTpoBs, MHPEKLMOHUCTOB U OTONAPUHTONOTOB U HA
CEerofHAWHUI AeHb oTHOCUTCA K nonureHHeim ABC [16, 36, 48].
B 1987 r. G. S. Marshall u coasT. Bnepsbie onucanu y 12 peteit
XPOHUYECKMNI CUHAPOM, KOTOPbIA XapaKTEPM30BaNCsA 3NM30AaMM
BbICOKOI IMXOPAfKM MPOJOMKUTENLHOCTbIO 4—8 [Heil, NOBTO-
PABLIMMUCA Kaxable 2—9 HefieNb, B COYETAHUN C ahTO3HbIM CTO-
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MaTUTOM, GapuHIUTOM U LWelHbIM NMMGALEHNTOM; OTMEYaNoch,
4TO Yy MasIb4yMKOB 3TOT CMHAPOM BCTpeyaeTcs yalle [35]. B 1989 r.
GblM onpefeneHbl [MArHOCTUYECKUE KpUTEPUM CUHAPOMA,
MmopucuLmpoBaHHble cnycta 10 net [31, 36] (maba. 2).

Kak npaBuno, 370 3aboneBaHne AeGOTUPYET B paHHEM AeT-
CKOM BO3pacTe, YTO OTPAXEHO B KpUTEPUAX CUHApPOMa (CM.
mab6s. 2), 0BHAKO ero pa3BuUTME OMUCAHO U Y B3POCIbIX, HaMbO-
Nee No3aHuUi pebloT 3aduKkcupoBaH B Bo3pacTe 37 ner [1, 43].

B Hauyane oyepepHoii ataku 6osibHble OTMEYalT HeJoMO-
raHue, MOBLIWEHHYIO YTOMASAEMOCTb, Pa3APaKMTENbHOCTD.
Hepepko HabniopaloTcs 60AM B XKUBOTE, KOTOpble 06bIYHO
MMEIOT CPEAHIO MHTEHCMBHOCTb M HE TPEOYIOT KOHCYAbTaLum
xupypra. ®apuHruT, Kak npaBuao, CONPOBOXAAETCH OfHO- UK
LBYXCTOPOHHUMU HANOXEHUAMW HA MUHJANMHAX, HAanoOMUHa-
foWUMK aHruHy (puc. 1). AdTbl NposBAAIOTCA He y BCeX 60JIbHbIX,
06bIYHO 3TO Meskue ([0 5 MM), HECTPYNMUPOBAHHbIE, BO3MOXHO,
MHOXECTBEHHbIE MOPAXEHUA CNU3UCTOI NOJAOCTU PTa, KOTOPbIE
BO3HWKAIOT B MepBblii fleHb NPUCTYNA U CaMopa3pellalnTcs B
TeyeHue 5-10 fHel. Y HEKOTOPbIX B0/IbHBIX ABTO3HbI CTOMATUT
MOXET NPOABNATLCA U B MEXNPUCTYNHBIA nepuog [1, 36]. Yacto
BbISBAAIOT IEKOLMTO3 C HENTPODUIBHBEIM CABUIOM, NOBbILEHUE
C03 [1]. Kpome Toro, no HawuM AaHHbIM, y 60nbHbIX ¢ PFAPA
BCTpeyatoTcs bonee pepkue cumntomsl (puc. 2).

MiHTepecHo, yto ona peteit ¢ cuHpopomom Mapuwanna xapak-
TEPHO pefKoe BO3HMKHOBEHME OObIYHbIX PECMUPATOPHbIX
BUPYCHbIX MH(EKLMI B Nepuoabl atak 3abonesaHns [36].

Tepanus CUHLPOMA CKNaAblBaeTCs M3 BO3AEWCTBUS Ha [ABA
3BeHa pa3BuTUA 3aboneBaHus W BKoyaeT B cebs: 1) kynupoBsa-
HUEe NIMXOPAAOYHOr0 NPUCTYNA U COMYTCTBYIOLLEA CUMNTOMATUKK;
2) npepynpexpeHue HOBbIX arak 3abonesaHus. Mpu KynupoBsa-
Hum npuctyna HMNBM 1 aHTMOMOTUKM HedIdEKTUBHBI, @ Pa3oBoe
npumeHeHne miokokoptukoupos (TK) B pose 1-2 mr/kr (no
NPeAHU30/I0HY) B MOMEHT aTaku npepbiBaeT Npuctyn. 3T0T hakT
UCNONb3YIOT AN MOATBEPKAEHUA AMarHo3a (TecT C NpefHU30-
NIoHOM). B pepkux cnydasx TpeGyeTcs MOBTOPHOE MpUMEHeHue
MK Ha cnepylowmin feHb. B MeXNpUCTYNHbIA NeprUof NaLueHTsl €
cuHppoMoM Maplianna 340poBbl, OAHAKO MPUCTYMbI MPOLOJIKA-
0T peunamsupoBatb. CTepoupbl HEPEAKO MEHSIT LJINTENbHOCTb

T'abAniia 2 l

AmarHocTudeckre KpUTEPHUI CHHAPOMA
Mapimrasra (Periodic Fever with Aphthous
Stomatitis, Pharyngitis and Adenitis)

Kputepuit Onucanue
Hauano 3abone- | paHHuit Bo3pacT (Mnaguwe 5 ner)
BaHUA
Jinxopapka nepuopuyeckas pebpunbHas (kak npasu-
110, C YETKO NEPUOSMUYHOCTbIO)
KnuHuyeckue KaK MMHUMYM OfUH U3 CUMMTOMOB B
CUMNTOMbI oTCyTCTBME MHDEKLNM:
® adTO3HbIN CTOMATUT;
® eliHblit nuMbaaeHuT;
® HapUHIUT/TOH3UAAUT
BeccumnTomHble | UMetoTCS
MHTEpBanbl
Ivddepen- C UMKNUYECKO HedTponeHuen
uManbHas fua-
FHOCTUKa
PocT v pa3Butue | HopManbHble
6onbHOrO

Puc. 1. ®apuHTHT C HAAOKECHUAMUI
HA MHHAQAHUHAX Y OOABHOTO C CHHAPOMOM
Maprraaaa (COOCTBEHHBIE AQHHEBIE)

Puc. 2. KanHIYeckas XapaKTepUCTHKA IIPUCTYIIA
cuHApoMa Mapimaasa (COOCTBEHHBIE AAHHEIE,
42 manenrTa), n

[ HeT

O peako

J yacto

[ Bcerga
45
o HH+=1 R
354+ — — 1 1 1 1 1 1 1 1
30-7———7————————7
254+ — — 1 1 — 1 1 H
o0+ H H H - H 4 = H H H H F

5+ — = e

o+ H - H 1 R

o

nepuoaa
3KCCyAaTUBHbIN

numdoysnos
hapuHrut
aTO3HbI CTOMATUT
TOWHOTa, pBOTa
6ou B XuBOTE
apTpanrum/muanrun
neyenn/

ceneseHku
rososHas 6onib
runepemus Bek

Hanuune NPOAPOManbHOro
dhebpunbHas nuxopapka
hebpunbHble cygoporu

MEXNPUCTYNHOTO Nepuopa (Kak yBeNnumnBaloT, Tak 1 yKopaumuBatoT
ero). KapanHanbHbiM cnocobom NeyeHus sBASETCA XUpypruye-
CKOe BMeLaTenbCTBO (TOH3WANIKTOMUA AN afeHOTOH3UNIKTO-
Mus), kotopoe B 90-95% cnyyaeB NPUBOAUT K BbI3JOPOBAEHUIO
pebeHka [23] (puc. 3). [laHHOe 3aboneBaHue HOCUT fOOpOKaye-
CTBEHHbII XapaKTep, He MPUBOAUT K CUCTEMHbLIM OCIOXHEHUAM
1 KynupyeTcs caMonpou3BOJIbHO MO Mepe pocTa pebeHka.

KPVIOHVIPI/IHACCQLI,VII/IPOBAHHbIVI
NEPUOAUYECKUU CUHAPOM (CRYOPYRIN-
ASSOCIATED PERIODIC SYNDROME, CAPS)

Bo3Hukaet Bcnepcteue mytaumii B rede CIAS1, kopupyiouem
6enok kpuonupuH/NLRP3/PYPAF1 — OCHOBHOI KOMMOHEHT
NLRP3-uncdnammacombl. [ledekT Hacnepyetcs ayTOCOMHO-A0-
MUHAHTHO.

KnuHuyeckun (M nctopuyeckm) BbIAENAOT HECKOJIbKO HO30/10r M-
yeckux copm B coctaBe CAPS: cemeiiHblit xonogosoit ABC (Familial
Cold Autoinflammatory Syndrome, FCAS)/cemeitHyio xononoByto
kpanusHuuy (Familial Cold Urticaria, FCU), cuHgpom Makna —
Yannca (Muckle-Wells Syndrome, MWS) n mnapeHdyeckoe MynbTu-
cucTeMHoe BocnanuTenbHoe 3abonesaHue (Neonatal/Infantile
Onset Multisystem Inflammatory Disease, NOMID/IOMID)/xpoHu-

40| Doctor.RBu |

Pediatric Hematology/Oncology No. 10 (111) / 2015



OHKOTEMATOAOTUA ||

Puc. 3. DddekTuBHOCTD TOH3UAAIKTOMUN
B IpyIIIre OOABHBIX ¢ CHHAPOMOM Mapraaaa
(cobcTBenHbIE AaHHBIE, 20 TAITMEHTOB, BpeMA
HaOArOAcHUA OT 1 ToAa A0 7 Aet), Yo

[J oTCyTCTBME NPUCTYNOB NOCNE TOH3UI3KTOMUN

O NPUCTYNbl NOCAE TOH3UNNIKTOMUN CTEPTHIE, peAKO

[] COXpaHeHu1e MOMHOI KapTUHbI MPUCTYNOB nocine
TOH3UANIKTOMUN

20

75

YECKUI MNaAeHYeCKnii HEeBPONOTNYECKUN KOXHO-apTUKYNAPHbIA
cunapom (Chronic Infantile Neurological, Cutaneous, and Articular
Syndrome, CINCA), koTopble, N0 cyTH, NPeACTaBAsAOT co60M pas-
HYI0 KOMOMHALMIO U CTeneHb BblpaxeHHocT cumntomos CAPS.
MpepcTaBnfeT MHTEPEC TOT (hAKT, 4TO OLHU U Te e MyTaLuu MoryT
BbI3bIBaTb Pa3fMYHbIE KIMHUYECKME CUHAPOMbI U3 3TOW rpynnbl [7,
9]. Kpome Toro, y 30-50% 60bHbIX C TUNUYHON KITUHUYECKON Kap-
TuHoM CAPS 1 xopowum oteeTom Ha Tepanuto WJI-1-uHrnéutopom
He y[aeTcs BbIABUTb MyTauuu B reHe (IAS1 meTofamu TpaguLMOH-
HOrO CEKBEHUPOBaHUA. Y MHOMUX Takux 00JbHbIX 0GHapyXKUBaOT
COMaTUyecKune, Mo3anyHble MyTaLmMm 3Toro reHa [45].

FCAS/FCU — Haubonee nerkuit BapuaHt CAPS, co 3Hauu-
TENbHbIM CHUXEHWEM KauyecTBa XU3HU, OfHAKO 6e3 nopaxeHus
BHYTPEHHUX OpPraHoB. XapakTepusyeTcs NpuCTynamu nuUxXopag-
KW, CONPOBOXAAIWUMUCA HELOMOTaHNEM, 03HOOOM, apTpanru-
eil, Mmanruein, nosBAeHMeM MaKynonanynesHom uan ypTukapHo
CbIMK, MOTYT COYETaTbCA C ABNEHUAMN KOHBIOHKTUBUTA U Nepu-
apTUKyNApHbIM BocnaneHuem (puc. 4). KoxHble BbIChbINaHUS
MOTYT COMPOBOXAATLCA 3yAOM U GONEBbIM CUHAPOMOM, Habo-
JalTca npubnusnTensHo yepes 1,5 yaca nocne cTUMyna, coxpa-
HAIOTCA B TeYeHne 5—-24 4acoB M KynupyTCA CaMOCTOATENIbHO.
MpoBouupyoWwnUMK hakTopamu ABAAKOTCA XON0A, NOBbILEHHAS
BNIAXKHOCTb, PE3KOe MOHWKEeHUe TeMmnepaTypbl OKpyKaloLlei
cpepl. MpucTynbl CONPOBOXKAAKTCA NERKOLUTO30M, YBENNYe-
Huem CO3, noBbiWEHNEM KOHLEHTpaLW 6enKkoB ocTpoi (asbl
(CPB, cbiBopoTouHoro amunouga A). Mpu Guoncum anemeHToB
CbIMK BbIABNAETCA MAaCCUBHAA HeNTPOduNbHas MHGUALTPaLUA.

KnnHnuyeckas kaptuHa MWS xapaktepusyertcs perynapHbiMu
(HepenKo exefHEBHbIMM) 3NN304aMN TUXOPAAKM, BbIPAXKEHHBIM
HapyLleHWeM CaMOuyBCTBUS, apTPaNruAMK, CbiNbio (CM. puc. 4),
KOHBIOHKTUBMTOM, pexe Mukporematypueit. OTMeyatoT nporpec-
cupylowyto numdaaseHonaTuto, renarocnieHomeranuto, 6onu B
uBoTe. [lOMUMO HapyLlueHMA KauecTBa XNU3HM, 33A€PXKKM POCTa,
NPOrHO3 ONpeAeNnfeTcs BbIPaXXEHHOCTbIO NOPaXKeHWsA ras, Hapy-
LWeHWUA CyXa U B HEKOTOPBIX ClyYasx — pa3BUTMEM aMUNOUAO-
3a opraHoB. CHUXEHMWe cyxa 1 B NOCAeAYIOLWEM NOHAsA [yXoTa
ABNAKTCA CNEACTBUEM KOXIEAPHOTO BOCNANEHUS U Y BONbHBIX C
MWS MmoryT nposBnsTbcs (6€3 neyeHns) Kak B NepBble rofbl, TaK
M Ha 2-3-M [LecATUIETUN KU3HU. XPOHUYECKOoe NopaXeHue a3
BK/IOYAET YBEWUT, MHAUIBTPATLI U pyOLbl pagyKKu, NOMyTHeHWe
pOroBuLibl, OTEK 3pUTENbHOTO HepBa (puc. 5), 4To CO BpeMeHeM
NpUBOAMT K ero atpocumn. B coBoKynHOCTH Bce 3T U3MeHeHUs
BeAyT K NPOrpecCUBHOMY CHUXKEHWNIO 3pEHUS.

NOMID/CINCA — Haubonee Ttsaxenas dopma CAPS.
XapaKTepusyeTcs YPTUKAapHbLIMW BbICbINAHUAMM, MPOrpeccupy-
IOLLWM MOPAXKEHMEM [M1a3, @ TaKXKE TUMUYHBIMU fedOopMUpYHOLLM-
MW MOPAXEHWAMMU CYCTaBOB W MOPAXEHWeM HEepPBHOW CUCTEMBI.
MakynonanynesHele, ypTUKapHble BbICHINAHWA 4acTo MPUCYT-
CTBYIOT yXXe Npu poxaeHuu. NopaxeHus cycTaBoB pasAnyHbl No
CTeNeHM: OT TPaH3UTOPHOTO OTEKa, He OCTaBAAILWEro HUKAKUX
NoCNeAcTBUi B NEPUOL MEXAY KpU3aMu, [O U3BLITOYHOTO pocTa
Xpsla, npu 6UONCMM KOTOPOTO OMUCHIBAIOT [Ee30praHu3aLmio
XpALWEBON TKaHW B OTCYTCTBME KNETOK BOCManeHus, NpuBoAs-
Lyto K MaccuBHoOi fedopmaLMn CycTaBoB U BblpaXKeHHOI MHBa-
nuausaumm (puc. 6). CnepcTBMemM nopaxeHus xpswa ABNAETCA
XapaKTepHbI NULEBOI AUCMOPGU3M: BbiAAIOWMECH NOOHbIE

Puc. 4. Ceprrb, xapakrepHas AAA
KPHUOITMPUHACCOIIHUPOBAHEIX CHHAPOMOB
(cobGCTBEHHBIC AAHHBIC)

Puc. 5. Ilopaxenne raas mpu CHHApOME
Maxkaa VaAAca: OTEK ABICKA 3pHTEABHOTO
HEPBA, CITA3M apTEPUH, MAKYAOAUCTPO I
(coOCTBEHHBIE AAHHEIC)

Puc. 6. MIsamenenns cycraBoB OOABHOIO
MAQAEHYECKUM IIEPHOAMYECKIM
MYABTHCHCTEMHBIM BOCITAAUTEABHBIM
3aboAeBaHIEM (COOCTBEHHBIE AAHHEIC)
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Oyrpel U ceanoBupHas nepeHocuua (puc. 7). NMopaxenue LHC
NposiBNAETCA B BUAE aCenTUYECKOr0 MEHWHIUTA, NOBbILIEHHOO
BHYTPMYEPENHOrO [AaBfieHUs, YTO CO BpEMeHEM NpUBOAUT K
pa3BuTMiO Tuapouedanuu, LepebpanbHOi aTpoduu, roNoBHBIX
6onel, CyLOPOXKHbIX CUHLPOMOB, 3aiePXKKN NCUXMYECKOTO pas-
BUTUSA Pa3NIMYHOI cTeneHn. Pe3ynbtathl NoMOaNbHON NYHKLMUK
(noBblweHHoe cogepxaxne 6eska, HeMTPOhUNOB, MHOMAA 303U-
HO(MUI0B) CBUAETENLCTBYIOT O TEYEHUU XPOHUYECKOTO HEWH-
(heKUMOHHOTrO MeHUHruTa. J1abopaTopHO BbIABASIOT: aHEMUIO,
nenKounTos, HeiTpodunes, TpombounTos, ysenuderue CO3,
NOBbIWEHWE KOHLEHTPaLuii 6enkos ocTpoit hasbl. XapakTtepHo
paHHee pa3BuUTMe aMUIONL03a BHYTPEHHUX OPraHOB, B NEPBYIO
oyepefb NOYEK, C pa3BUTUEM NPOrpeccUpyolLei NONMOpraHHoi
HepocTaTouHoCcTH [3, 27].

Tepanus cemeiiHOW XONOAOBOW KpanuWBHULbI CBOAUTCA K
npenynpexneHnto BO3AeiCTBMA xonoaa U HasHadenuio HIMBI
BO BpeMs aTak. EAMHCTBEHHbIM METOLOM NleYeHUs ANA nauueH-
TOB, CcTpagawwmx cuHapomamm MWS n NOMID/CINCA, ssnsetcs
Ha3HaueHue uHruéutopa UN-1 [3, 27].

NEPMOANYECKMA CUHPOM, ACCOLLUMPOBAHHbBIN
C PELLENTOPOM ®AKTOPA HEKPO3A ONYX0JIX

1-T0 TUNA (TUMOR NECROSIS FACTOR RECEPTOR 1
ASSOCIATED PERIODIC SYNDROME, TRAPS)

TRAPS npepcTaenset co60i CUHAPOM C ayTOCOMHO-A0MUHAHTHbIM
TMNOM HacnepoBaHus. fen TNFRSF1IA, myTauus B KOTOPOM OTBe-
YaeT 33 [aHHYK NaTooruio, NIOKAAN30BaH HA KOPOTKOM mnieye
12-ii xpomocombl (12p13). 310T reH kopupyet TNF-peuentop 1-ro
Tuna [22, 38]. MatoreHes 3ab0neBaHMs 40 KOHLA He ICEH, OfHAKO
He[,aBHO NPOBEAEHHbIE UCCNe0BaHUA NMOKA3aNN, YTO MYTAHTHbIN
peLenTop HakanaMBaeTCA BHYTPU KNETOK U 3TO NPUBOAUT K yBe-
JINYEHUIO CMHTE3a NPOBOCNANUTENbHBIX LUTOKMHOB BCNEACTBUE
aKTUBALMM CUHTE3a aKTUBHBIX PAfMKANOB KUCMOPOAA W/unu
HEMOoCpPeLCTBEHHOM aKTUBALMU UHAAMMACOMbI [14, 46].

TRAPS xapaKkTtepusyeTcs NpucTynamu NUXOpagku, 6onsmu
B JXMBOTE W NOKaNbHbIMW Muanruamu. OnucaHbl Takxe 3anu-
30[Myeckas 3puTematosHas Cbifb, AUMbafeHoNnaTns, KoHb-
IOHKTMUBMT, OQHOCTOPOHHWII nepuopbuTanbHbiii oTek (puc. 8),
CMHAPOM OTEYHOW MOLWOHKKM, apTpanrus/aptput (puc. 9) [4].
MpoponmkuTeNnbHOCTL atak BapuabenbHa (0T OAHOMO [HA [0
HECKONbKNX MeCALEeB) W B CPefHeM COCTaBnseT 2-3 Hepenu.
WHdekuum, ctpecc, noBblweHHoe HU3nMyeckoe U IMOLUOHANb-
HOe HanpsXXeHWe 4acTo ABAANTCA NpoBOLMpYLOLWNUMU HAKTO-
pamu. Y 10-25% naLueHTOB TeyeHWe 3ab0neBaHUS NMPUBOLUT
K pa3sututo AA-amunomposa ¢ hopMUpoBaHUEM NOAUOPraHHON
HeLoCTaTouHOCTU [4, 22].

Tepanua TRAPS [o HefaBHero BpemMeHU 3akiovanach B
npumeHeHuu K B MOMEHT npucTyna, ogHako 310 He obecneyu-
BaeT NOAHON 3 HEKTUBHOCTU M NPpU BAUTENbHOM CPOKE 3aKOHO-
MepHO COMPOBOXAAETCA PAa3BUTUEM HeXenaTeslbHbIX ABNEHMUIA.
HecmoTpsa Ha Hanuuue myTauum B reHe, koaupytowem TNF-
peuenTop, npumeHeHne Gnokatopos TNF okasanoch pesynbra-
TUBHbIM He BO BCEX CIy4asX, 0TMEYEHO, YTo UX I deKT ABnseTca
HEeMpOAOMIKUTENBHBIM 1 3a4acTylo HenosHbIM [13]. B HacToswwee
Bpems cpefu HanpasneHuit Tepanuu TRAPS, no mMHeHuio papa
3KCMepTOB M MO HalleMmy ONbITy, Haubonee nNepcnekTMBHO Npu-
MeHeHue bnokartopos W-1 [4, 12, 15].

TMNEP-IGD-CUHPOM
(HYPERIMMUNOGLOBULINEMIA D SYNDROME,
HIDS)

OtBeTcTBeHHbIM 3a pa3sutue HIDS aBnsetcs reH MVK, nokanuso-
BaHHbI Ha AJIMHHOM nnede 12-it xpomocombl (12q24), KoTopbIit

Puc. 7. XapakTepHBIN AUIIEBOM AI/ICJ\/lOp(i')I/ISJ\/l
OOABHOTO MAAACHYECKHM ITEPHOANYIECKIM
MYABTHCHCTEMHBIM BOCIHAAUTEABHBIM
3a00AeBaHIEM (COOCTBEHHBIC AAHHBIC)

Puc. 8. [lepuopburasbHbIil OTEK ¥ OOABHOMN
C HCpHOAHqCCKI/I]W CI/IHAPON{ON[,
ACCOIIMUPOBAHHBIM C PELIEIITOPOM (haKTOpa
HEKPO3a OIYXOAH 1-ro THIIa (COOCTBEHHBIE
AAHHEBIC)

Puc. 9. Ilopaskenue cycTaBoB y OOABHOIMN

C IIEPHOAMYECKIM CHHAPOMOM,
ACCOIMUPOBAHHBIM C PEIIEITOPOM (haKkTopa
HEKpO32 OIyXxoAn 1-ro Tuma (coOCTBEHHBIE
AQHHBIEC)

KOAWPYeT CUHTe3 MeBanoHaTKMHa3bl [18]. 310 ayTocoMHO-peLec-
CMBHO Hacnepyemoe 3aboneBaHue. CneacTBueM TeHETUYECKOTO
petdeKTa ABNAETCA yBeNMYEHWe KOHLEHTPALMW MeBasoHOBOM
KMCNOTbl B MOoYe Ha doHe npuctyna. Kakum obpasom pecbuuut
MeBaNIOHATKMHA3bl BbI3bIBAET Pa3BUTUE [HAHHOW KIMHUYECKOIA
naTonoruun 1 nosbllweHne yposHs IgD, fo cux nop HeU3BeCTHO.
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MpoAoMKMTENbHOCT NPUCTYNOB NMpK AaHHOM 3aboneBaHuu
cOCTaBNseT 3—7 fiHel, 3MU30fbl 060CTPEHNSA NOBTOPAIOTCA KaXAble
4—6 Hepenb. 4acto BO3HMKHOBEHWIO MPUCTYMNOB MNpeALecTByOT
nposouupyioLe hakTopbl: CTPecC, onepauus, TpaBMa, BaKLnUHa-
ums. MpucTynbl HAYMHAOTCA BHE3AMHO, C NOLbEMA TeMnepaTypsl.
bonu B XuBOTE, fMapes, pBoTa, apTpanrua Bctpeyatotca B 70-80%
cnyyaeB. YacTb NauMeHTOB NOABEpranach NOBTOPHbBIM NanapoTo-
MUAM B CBAI3U C BbIPAXKEHHOCTbIO BONEBOTO CUHAPOMa, NpU 3TOM
Y HWX OTMEYanu AnLb NPU3HAKN Me3eHTepuanbHOro NumMdaseHn-
Ta. Bo Bpems ataku 3aboneBaHWs BbISBASAIOT reHepasn30BaHHyto
numdageHonatuio (puc. 10) n y NONOBUHbI GONBHBIX — CMEHO-
meranuto, B 80% Ciy4aeB 0OHAPYKMBAKOT NATHUCTYIO UAW MATHU-
CTO-NanynesHylo Cbifb JIOKaNbHOMO xapaktepa (puc. 11), noytu
y 70% 60/bHbIX MMEKTCA NPOABNEHUS apTpuTa, 0BBIYHO CUMMe-
TPMYHOTO, C NOPaXKeHNeM KpYMHbIX CycTaBoB. [1pu 3TOM OTMeYeHo,
4TO KOXHbI€ W CYCTaBHble CUMNTOMBI pPa3peLatoTcs MepieHHo [2].

JlabopaTopHO ONpefensioT MoBblWEHUE YPOBHA CbIBOPO-
TouyHoro IgD 6onee yem Ha 100 ME/mn (oTKyma M MPOUCXOANT
Ha3BaHWe CUHAPOMA), OAHAKO 3TO HeobA3aTeNbHbIN CUMNTOM
3aboneBaHus, 0CobeHHO y fieTeil Mnapwero Bo3pacta [34]. Bo
BpeMsA NpuCTyna Takxe otMmeyatoT yckopeHue C03, neiikouuTos,
noBblWeHne KoHueHTpauuu CPb.

JleueHne cuHppoma OCTaeTca He A0 KOHLA pelleHHON npo-
6nemoii. Wcnonb3oBaHue KONXWULMHA W MMMYHOCYNPeCCaHToB
He yBeHuYanocb ycnexom. O6HagexuBalowei npeacrasisercs
Tepanus CeNeKTUBHbIMW MHIMOMTOPaMU LUTOKMHOB, B NepBYIO
ouepegb UHrnbutopom Wi-1, a Takke uHruéutopamm ®HO [11,
47]. Ons nocnepHei rpynnbl npenaparos, OfHAKO, XapaKTepHO
«ycKonb3aHue» addekra co BpemeHeM. Takum 06pa3om, NoHbIN
KOHTPO/Ib Haf, CUMNTOMAaMM Y 3TUX NaLuUeHTOB NpobaemaTuyeH.

Puc. 10. AumdaaeHomaTHs y narmeH Tk
¢ runep-IgD-crnEApOMOM (COOCTBEHHBIE AAHHEBIC)

Puc. 11. Cpmp y manmenTkn ¢ ramep-IgD-
CHHAPOMOM (COOCTBEHHBIE AAHHBIE)

CEMENHAA CPEAU3EMHOMOPCKAA JINXOPALKA
(FAMILIAL MEDITERRANEAN FEVER, FMF)

FMF — oauH 13 Hanbonee UccnefoBaHHbIX CUHAPOMOB, C KOTOPO-
ro Hayanacb 3pa M3y4YeHUs ayToBOCManUTENbHbIX 3aboneBaHuil.
Kak cnepyet u3 Ha3BaHWs, GonesHu Hambonee noJBEPIKEHbI
NpeACTaBUTENN HALMOHANLHOCTEN, PACNpPOCTPAHEHHbIX B 30HE
cpeanseMHoMopcKoro bacceiiHa (eBpen-cedapmbl, TYpKH, apMs-
He, ceBepHble adpuKaHubl U apabbl). eH, AedeKT KoToporo
o6ycnosnueaet FMF, nokanu3oBaH Ha KOPOTKOM nneye 16-it Xpo-
mocombl (16p13.3) n obo3Hayaetcs kak MEFV [1, 21]. TeH u ero
MyTauuu Brepsble Gbinu onucaHel B 1997 r. [Ins atoro 3abone-
BaHWS XapaKTepeH ayTOCOMHO-PELLeCCMBHbIN TUM HacnefoBaHUs.

XapaKkTepHbl KOpPOTKMe 3nU304bl TUXOPafKKN (24-48 vacos)
B COYETaHWU C BbIPAXXEHHbIM CEPO3UTOM, KOTOPLIA NPOABNAETCS
B BUZAE boneil B XUBOTe U rPpyLHON KneTke. B MomeHT npuctyna
BO3MOXHbI TaKXKe pBOTa, apTpWUT/apTpanrus, poxenopobHble
BbICbiNaHWs Ha koxe. OGbIYHO 3@ TOA CAYYAETC HECKObKO
anu3ozos [6].

[na puarHocTMkM Haubonee 4acTo WCMONb3YIOT KPUTEPUM
Tenb xa-lWomep (ma6a. 3) [10]. Ans ycTaHOBNEHWA ONpefeneH-
HOrO iMarHo3a HeoOXOAMMO Hanuume y NauueHTa AByX 60NbLINX
KpUTEPUEB WAKM OAHOTO OOMBWOTO KPUTEPUS W [ABYX MasblX;
BEPOATHbIN [MAarHO3 YCTaHABAMBAIOT, €C/IM Y NalMeHTa oTMeye-
Hbl 0IMH 6ONMBLLWON N OJUH Manblil KpUTEPUK.

[na nocTaHOBKWM OKOHYATENbHOMO [MarHo3a KpanHe BaXKHO
MOJIEKYNAPHO-TeHeTuYeckoe uccnepoBaHne reHa MEFV.
N3BecTHO, YTO B TUNUYHBIX cnyyasx FMF 6onbHble MMEOT roMmo3u-
roTHble MyTauuu MEFV, opHako onuceiBatoT Bce 6onblue cny4aes
TUNWUYHON KNuHWUKKM FMF 1 reTepo3nroTHOro HOCMTeNbCTBA MyTa-
unn MEFV [42]. Henb3s MCKNIOYMTB, YTO Y TaKUX OOJIbHBIX €CTb
ApYrue, B TOM YUCIEe COMATUYECKUe, reHeTuYeckune fedeKTsl.

KonxuumH sBnsetca npenapatoM NepBOi JIMHUW B Jeye-
HuuM FMF [28], HO HeKoTOpble MaLMEHTbl C HEMOJMHbIA OTBETOM
Ha Tepanuio OTMeYalT COXPaHAKWMEeCca 3NU30AblI NNXOPAAKH
1/MAn nmMetoT CyOKTMHNYECKOe NOBbILWEHNE KOHLEHTpauuii 6en-
KOB 0CTpoi (hasbl. Y yacTu aTux 60bHbIX B OyAylleM pa3BuBaeT-
cs amunoungos. C pasBuTMEM CpeAcTB OMONOrMYeCKoi Tepanuu
B neyeHun FMF y pe3ancTeHTHbIX K KONXWLMHY NaLWEHTOB C ycne-
XOM CTanu ucnonb3osartbes 6nokatopsl N-1 [39, 41].

XPOHUYECKUIA PELLUAUBUPYIOLLNIA
MYNbTU®OKANbHbIN OCTEOMUENUT (CHRONIC
RECURRENT MULTIFOCAL OSTEOMYELITISLCRMO),
MU XPOHUYECKUWN HEBAKTEPUAJNIbHbBIU
OCTEOMUENUT (CHRONIC NONBACTERIAL
OSTEOMYELITIS, CNO)

CuHapom Bnepsble Obin onucad B 1972 r. A. Giedion u coasT.
[25]. OH xapakTepu3yeTcs peLuanBUPYIOLUMIU HEUHDEKLMOH-

Tabauma 3 l

Kpurepun xanunku Teas xa-ITlomep
(Tean-ABus) [10]

bonbwme kputepun Manbie kputepuu

Peuuavsupyiowme annu3oasl
JINXOPAfKHN C NOJMCEPO3UTOM

Peuuansupyiowme nnuxo-
panku
Poxenono6Hbie BbiCbinaHus

AA-amunonpo3s npu oTcyT-
CTBUM [pYruX NpUYnH

I ekt OT KONXMULMHA CemeitHas cpegu3eMHOMOp-
cKas iMxopajKa y poACTBEH-

HUKOB 1-1 NUHMM poLCTBa

IMTeanarpus Ouxoremarosorms Ne 10 (111) / 2015

| Dowmop.Py | 43



I HEMATOLOGY/ONCOLOGY

HBIMW O4Yaramu KOCTHOII fLecTpyKuum u aensetcs 3abonesaHuem
npenMyLLeCTBEHHO JeTCKOro BO3pacTa: CpefHMii Bo3pacT Hava-
na coctaenset 10 net (2-17 net). B natonoruyeckuii npouyecc
MOTYT GbiTb BOBJIEYEHbl BCE KOCTW CKeNMeTa, HO valle ovaru
JIOKaNN3ytoTca B MeTadn3ax ANUHHBIX KocTei u Knwouuue [30,
44] (puc. 12). Yactb naumeHTos, ctpagatwowmx CRMO, umeiot
COMYTCTBYIOLLME AYyTOBOCMANUTENbHEIE 3a00NI€BaHMA: NCOPUA3,
BOCMaNUTENbHbIE 3a00N€BaHUA KUWEYHWUKA, — YTO AOMON-
HUTENbHO NOAYEpPKWUBAET €ro ayToBOCMANUTENbHYIO NPUPOAY
(puc. 13) [33].

Itnonorus 3abonesaHus HeU3BECTHA, OAHAKO eCTb PAf ayTo-
BOCMANNUTENbHbIX 33001€BaHMIA C NOPAXEHWEM KOCTeil 1 Aonon-
HUTENbHON CUMNTOMATUKOW, KOTOpPble WMEIOT BbiABAEHHYIO
reHeTuyeckyto ocHosy: Pyogenic Sterile Arthritis, Pyoderma
Gangrenosum and Acne (NWOreHHbIX CTEPUNBHBLIA apTPUT B
COYETaHWUU C FaHTPEHO3HON NuopfepMueli, BbIPAXKEHHbBIMU aKHe
u typyHkynesom); Deficiency of the Interleukin-1 Receptor
Antagonist (peduunT aHTaroHWCTa peLenTopa WHTepheiku-
Ha 1); Majeed. MaTtoreHes nopaxeHus KOCTel y 3TUX 6ONb-
HbIX He YCTaHOBJIEH, HO CyWeCTBYeT Bepcus, CBA3aHHas C
HEAOCTAaTOYHOCTbI0 BbipaboTkM WJ1-10, HapyleHUeM UUTOKU-
HoBOro GanaHca, runepnpoaykuueit ®HO, WJ1-6 u B nocneay-
lolleM — C pa3BUTUEM BOCMANUTENLHOTO Mpouecca B KOCTU
[29, 32].

KnuHnyeckas kapTuHa npegcrasneHa 60/bio B 06nacTu nopa-
)KEHUs, MECTHbIM MOBbIWEHMEM TeMnepaTypbl, OTEKOM, MHOrAA
o6wWMM NoBbIWEHNEM TeMnepaTypbl Tena. JlabopatopHsle noka-
3arenu npu CRMO HecneunduyHsbl. Y yactn 60nbHbIX HabaogaoT

Puc. 12. MarHITHO-PE30HAHCHBIE TOMOIPAMMEL
HOPAKEHHA KOCTEH OOABHOTO XPOHHUYIECKHM
PEILTMAUBHPYIOIITUM MyABTH(OKAABHBIM
OCTECOMHEAUTOM (COOCTBEHHBIC AAHHBIC)

Puc. 13. Ilcopnas y O0ABHOTO XPOHUYECKUM
pel[LI;\HBI/IP\'H)”U/I.‘\I MY \b'l'l/l(l)()l\"&.\blIbL\I
OCTEOMHUEAHTOM (COOCTBEHHBIE AAHHBIE)

NOBbIWEHWe KOHLEeHTpauuit octpota3osbix 6enkos kposu (CO3,
CPB), moxeT ObiTb OB6HapyXeH NelKoUMTO3 C HelTpodune-
30M, OJHAKO eCTb W GONbHbIE C HOPMaJbHbLIMU MOKa3aTensMu
kpoBu [30]. QuarHoctuyeckne kputepumn CRMO npeacTaBieHs
B mabsuye 4 [40]. MocTtaHoBka guarHosa CRMO npasomoyHa
Npu HanUYuM BYX BONbLIUX KPUTEPUEB WUAW OFHOTO GOMBLIOTO
KpUTepus 1 Tpex manbix.

MNatomopdonoruyeckas kaptuHa CRMO xapaktepu3yetcs
M3MEHEHNAMY, YKNAAbIBAOWMMUCA B KapTUHY Hecneunduye-
ckoro Bocrnanenus. OHW nposBAslOTCA 06pa3oBaHUEM B MeX-
KOCTHbIX NPOCTPaHCTBAxX (OKYCOB U3 NONAMMOPQHOALEPHbIX
NeNKOUUTOB MO TUMY MUKPoabcueccos, no nepucepun KoTo-
pbix onpegensTca NUMGOMAHAA MHDUNLTPALUA U pacCesH-
Hble TMraHTCKME MHOTOALEPHbIE KNETKM TUMa MHOPOLHbIX Ten.
OTMeyaloT TaKKe ABAEHWA NEPeCcTPOiiKM, Pe3KO BbIPaXKEHHOro
MONHOKPOBMSA W NaKyHapHOro paccacbiBaHWs, CuibHee npo-
sBnsolerocs B6a13M ovyaroB BocnaneHus. B ouarax c pesko
BbIPaXKEHHbIMU ABNEHWUAMU BOCMANEHWUA OMpPeAenaiT CKnepos
MeNKKUX COCYAOB CUCTEMbl NUTAlOLLENA apTepumn, MECTaMU C BO3-
HUKHOBEHMEM TPOMOO03a U IBNIEHUS, ONUCLIBAEMOTO B INTepaTy-
pe KaK «1yKOBUYHbIN» cknepo3 [40].

PeHTreHonornyeckyto KapTMHY KOCTHbIX MOBPEXAEHWI
NPaKTUYECKM HEBO3MOXKHO OTAUYUTL OT 6aKTepuanbHOro
OCTEOMUENUTa, YTO BeCbMa YCNOXHAET AuddepeHuuanbHyto
LMarHocTuKy. Mo3ToMy 06s3aTeNbHbIM 3TanoM AuarHocTuye-
CKOTO MouCKa ABNAETCA WCKloYeHUe bGakTepuanbHOro oCTeo-
MUeNnuTa, HeomnacTUyeckux npoueccos (Aumdomsl, cap-
kombl HuHra, neikosa, rucTMouMTOo3a, MeTacTa3MpoBaHMUSA
U T. A.). B cBA3M € 3TMM NpOBOAAT GUONCUIO 0Yara NopaxeHus
Ans Mop(hONOrMyeckoro M MUKPOOMONOrNYecKOro MCCIeno-
BaHWM.

JleyeHne CRMO amnupuyeckoe v BKItOYaeT B cebs UCNoONb30-
saHue HMBI, 'K, cynbdacanasnHa, metotpekcara, MUHIMOUTOPOB
OHO 1 6ucdocdoHaros. 04HAKO CyLLECTBYET MHOXECTBO Pa3HO-
rnacuii no sonpocy 0 Heo6XOAMMOCTH NPUMEHEHUs NpenapaTos
II-III nopsgka (mab6a. 5) [26].

MporHo3 npu CRMO B wuUenom yAOBNETBOPUTENbHBIN.
Bo3MOXHbI Nporpeccupylolnii CKnepo3 B o4yarax NopaxeHus,
Ype3MepHbI TMNEPOCTO3, NPEXAEBPEMEHHOe 3aKpbiTUE 30H
pocTa ANMHHbIX KOCTEN, Nporpeccupyolwnin kudo3 npu nopaxe-
HUW NO3BOHKOB, B TO }Xe BPeMs eCTb JaHHbIE 0 BOCCTAHOBAEHUN

KOCTHOM CTPYKTYpbl B o4yarax [19].
TabAwira 4 l

AnarHocTuyeckue KpUTEPUH MyAbTU(POKAABHOIO
ocreomueanta [40]

Bonblwmue kKputepun

Manbie Kputepuu

PeHTtreHonornyeckoe nog-
TBEPXAEHUE OCTe0NNTU-
4eCcKoro/cKnepoTUYecKoro
nopaxKeHus Kocten

HopmanbHble noka3sarenu
KPOBW/ yAOBNETBOPUTENbHOE
obuee cocTosHKUe

MyneTndokanbHoe nopaxe-
HU1e KocTei

KoHueHTpaumu CPB, CO3
He3HaYUTeNbHO/YMEpeHHO
NOBbILWEHbI

ManbMonnaHTapHbIi nycTy-
nes, ncopuas

lMnepocto3

CTepunbHas 6uoncus Koctu ¢
BocnaneHuem u/unu thubpo-
30M, CK/IEpPO30M

Accoumaums ¢ ppyrumu ayTo-
BOCNanuTenbHbIMK 3abonesa-
HUSIMM, KDOME NasbMOmJiaH-

TapHOro nycTynesa, ncopuasa

44 | Doctor.Bu |

Pediatric Hematology/Oncology No. 10 (111) / 2015




OHKOTEMATOAOTUA ||

TabAuma 5 l

ITpenaparsl, HCIIOAB3yE€MbI€ B ACUCHHU
GOABHBIX XPOHUYECKHUM PELUAUBUPYEOILIIM
MYABTA(POKAABHBIM OCTE€OMUEAUTOM [26]

Mopapok JlekapcTBeHHble cpeAcTBa

I HeCcTepouaHble NPOTUBOBOCNANUTENbHbIE
npenapatsl (HanpoKceH, ubynpodeH, MHgoMe-
TalMH)

II TNIOKOKOPTUKOMABI (KOPOTKMIA KypC)

11 cynbhacanasnH UaKM MeToTpekcar + HecTepo-
MAHblE NPOTUBOBOCNANUTENbHbIE NPENnapaTsl

v 6ucdoctoHaThl (NaMmMapoHoOBas KUCNOTa,
aneHfpoHOBasA KUCNOTa U T. A.)

v MHIMOUTOPbI haKTOpa HEKPO3a OMyXonn
(nHbAnKcKUMab, aTaHepLenT, aganumyman)

3AKNIIOYEHUE

B nuarHocTuke aytoBocnanutensHbix cuHapomoB (ABC) BaxHylo
ponb OTBOAAT FeHeTMYeckoMmy aHanusy. BbisBneHue mytauuii
NPUYMHHBIX FEHOB HEOOX0AMMO Ans BeputuKauuu BapuanTa ABC,
KOTOpble HepeaKo (EeHOTUMUYECKN OYEHb CXOXM MeXZy coboil.
Kpome Toro, BaXHO, Y4TO BbIsiBNIEHWUE MPUYUHHOFO FEHETUYECKOTO
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beBauu3ymab B neyeHUU HOCOBbIX
KPOBOTEYEHUI NPU HaCNeACTBEHHO
reMopparuyecKou TeneaHrmiIKrasmm

M. . KanunuHa, I. A. HoBuukosa, M. A. Kymckosa, 0. K. Tumodeesa, H. C. Ipaués
¢eaepa/7be/L7 HayLIHO-KHUHULIeCKUﬁ yeHmp demckoli eemamosio2uu, OHKo02UU U umMmyHosi0euu umeHu ,ﬂMumpUH Pozayvésa, 2. Mocksa

Llenb 0630pa: n3yuntb nUTEpPaTypHbIE faHHbIE N0 NPUMEHEeHHIo npenapara 6esaunsymab aas neyeHus peunansupyioLmx HOCOBbIX KPOBOTeYe-
HUI y NaLMEHTOB C HACNEACTBEHHOW reMopparuyeckoit Teneanrnakrasueit (HIT).

OcHoBHble nonoxenus. HIT — 370 peakoe 3a6oneBaHue, HacIe[yeMoe N0 ayTOCOMHO-AOMUHAHTHOMY TUMY, 1S KOTOPOTO XapaKTepHbI COCY-
AMCTan Aucnnasus c 06pa3oBaHuem TeNeaHrMaKTasnum Ha KoXe, CIM3UCTbIX 060/104KaxX PecnupaTopHOro, NULLEeBapPUTENLHOTO TPAKTOB U apTepuo-
BEHO3Hble MasbopMaL MK BO BHYTPEHHUX OpraHax. PeLunausupyolme HocoBble KPOBOTEYEHUSA PA3IMYHON CTENEHN WHTEHCUBHOCTU ABAAIOTCSA
OCHOBHbIM CUMNTOMOM Gone3Hu. B 0630pe nnTepaTypbl OCBELLEHbI OCHOBHbIE KNMHUYECKME acmeKTbl 3a00NeBaHus, reHeTUYeCcKas Npuposa,
a TaKKe MeTOAbl JIeYeHus HOCOBbIX KpoBoTeyeHuit npu HIT. Cratbs nocssueHa npuMeHeHWo npenapara 6esayu3ymab — peKoMOUHAHTHBIX
MOHOKJIOHA/IbHLIX aHTUTEN, MHrMOMPYOWMX (GAKTOP POCTA 3HAOTENUS COCYAOB, ANS JIEUEHUN pPEeLMAMBUPYIOLMX HOCOBbIX KPOBOTEYEHMUI
y nauueHTos ¢ HIT.

3aknioueHue. Mcnonb3oBaHue GeBauusymaba MoOXKET CHU3UTL YACTOTY, THKECTb W NPOAOMKUTENbHOCTb KPOBOTEUEHMIA, MOBbICUTL KAYyecTBo
KU3HW NALWUEHTOB.

Kntoyesble cnosa: HacneACTBEHHAsA reMopparuyeckas TeneaHrnakTasms, 6esaumsymad, HoCOBbIE KPOBOTEYEHUS, AETH.

Bevacizumab in Treating Epistaxis in Patients with Hereditary
Hemorrhagic Telangiectasia

M. P. Kalinina, G. A. Novichkova, M. A. Kumskova, 0. K. Timofeeva, N. S. Grachyov
Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Objective of the Review: To evaluate published data about using bevacizumab to treat recurrent epistaxis in patients with hereditary
hemorrhagic telangiectasia (HHT).

Key Points: Hereditary hemorrhagic telangiectasia is a rare autosomal dominant condition that is characterized by vascular dysplasia that
leads to telangiectases on the skin and respiratory and gastrointestinal mucosa and arteriovenous malformations in the internal organs.
Recurrent epistaxis of varying intensity is the key symptom of this disorder. This literature review describes the key clinical characteristics
and genetic features of HHT and outlines treatment methods for epistaxis in HHT patients. The authors focus on the use of bevacizumab, a
recombinant monoclonal antibody that inhibits vascular endothelial growth factor, to treat recurrent epistaxis in patients suffering from HHT.
Conclusion: Bevacizumab can reduce the rates, severity and duration of hemorrhage and improve patients' quality of life.

Keywords: hereditary hemorrhagic telangiectasia, bevacizumab, epistaxis, children.

acnencTeeHHaa reMmopparnyeckaa TeneaHruMisKrasusa HUA peunameupyroLnx HOCOBLIX KpOBOTe‘-IeHVIVI y nauneHToB

(HTT) — pepkoe 3aboneBaHue, M3BECTHOE TaKXe Kak

6onesHb PaHpio — Ocnepa — BebGepa, Hacnegyemoe no
AyTOCOMHO-[OMWHAHTHOMY Tuny. [InA Hero xapaKkTepHbl coCy-
LMCTas [ucnnasus ¢ o0bpa3oBaHWUeM TeNeaHTMIKTa3nM Ha KOXe,
CAM3NCTBIX 000J104KAX PeCmMpaTopHOro, NULLEBAPUTENBHOMO
TPaKTOB U apTepuoBeHO3Hble Manbhopmauun (ABM) Bo BHyT-
peHHUx opraHax [22, 25].

Llenb 0630pa: n3yunTh NUTEpaTypHble AaHHbIE MO NPUMEHE-
HUIO npenapata GeBaun3ymab pas nedyeHus peLuanBMpyIoLLnNX
HOCOBbIX KpOBOTEYeHUI y nauueHTos ¢ HIT.

Peunpguenpyiowme HoCOBble KPOBOTEYEHMA PA3NUYHON CTe-
NeHW WHTEHCMBHOCTU SIBAAIOTCS OCHOBHbIM CUMNTOMOM Gones-
HU. B cTaTbe npepacTaBneHbl cBefieHUs 00 MCNONb30BaHUM
npenapata GeBauu3ymab — pEKOMOUHAHTHbIX MOHOKNOHANb-
HbIX aHTUTEN, UHrMGMpyloWKX (haKTop pocTa SHAOTENUS COCY-
pos (vascular endothelial growth factor — VEGF), ana neve-

CHIT.

B 1864 r. H. Sutton BnepBble onucan peuupusupytolime
KPOBOTEUEHUA Y MYXUYMHbI C TENeaHTM3IKTa3UAMU Ha KOXe
M CAU3NCTBIX 0bosoukax. K coxanenuto, Henb3s ObNo Mpo-
CneauTb HacnefCTBEHHbI XapakTep CMMNTOMOB, 3TOT YeNOBeK
oKasancs cupotoit [28]. B 1896 r. Bbiwna cTatbs H. Rendu,
B KOTOPOW aBTOp OMMcan ciyyait peunpuBUpYIOLLMX HOCOBbIX
KPOBOTEYEHUN UM TENeaHruaKTasuii y 52-NeTHEro MYXYUHbI,
KoTopble cTanu 6ecnokouTsb ero ¢ 12 net. Y oTla 3T0ro nayueHTa
ObLIN KeNyaoyHO-KMUWEYHbIE KPOBOTEUEHUS, MENEHA U COCYAM-
CTble «3BE3[J04KMU» Ha HOCY, A3bIKE, BEpXHEl rybe [24].

TepMUH «HacnefcTBeHHas remopparuyeckas TeneaHrnak-
Tasus» Obin BBeaeH B 1909 r. F. Hanes [12]. CtouT oTme-
TUTb, YTO MHTEpeC K 3TOMy 3ab0neBaHUID BHOBb BO3POC nocne
OTKPbITUS TEHETUYECKON NpUpoAbl GONE3HW U MexaHU3MOB
ee pasBuUTUA.
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NUAEMUONOrnA

Bone3Hb BcTpewaeTcs BO BCEX 3THUYECKMX rpynnax, C OfMHa-
KOBOI 4acCTOTOM y MYXYUH U Y KEHIWWH. 3ab0neBaeMocTb —
1 : 5000-10 000 [17]. Wmetotcs paHHble, yto B CeBepo-
BocToyHOM AHmMMUM 3TN LMD PBI HECKONBKO MEHbLUE U COCTaBNSA-
toT 1 : 40 000 [24], Torma Kak cpefu CKaHAWHABCKOM nonyns-
umn — 1: 6000 [17].

ITUONOTUA U NATOTEHE3

B HacTosWee BpeMs BbIABIEHO YeTbipe reHeTuyeckue hopmsl HIT.
lpu nepBoM BapuaHTe UMeeTCA MyTaLumMsa reHa aHfomuHa. OH pac-
nonaraetcs Ha ANMHHOM nnede 9 xpomMocombl (933-q34). Bropoii
BAapUaHT BbI3BaH MyTalMeil reHa aKTMBMH-peLenToponogobHoi
KuHasbl 1-ro tuna (activin-receptorlike kinase 1 — ALK-1),
KoTopblit pacnonaraetca Ha 12 xpomocome (12q11-q19).
InpomuH 1 ALK-1 npepcTaBnsioT coboii KNeToYHbIE NOBEPXHOCT-
Hble peLenTopsbl, y4acTBYKOLME B CUTHANIbHBIX MEXaHW3MaXx, ono-
CpefoBaHHbIX TpaHChoOpMUpyeMbiM (akTopom pocta. Mytauuu
reHoB 3HAomMHA U ALK-1 npuBOAAT K CHUXKEHMIO KOHLEHTpaLMK
peLenTopoB Ha NOBEPXHOCTW IHAOTENUSA COCYRO0B [2].

OnucaH 1 TpeTuit BapuaHT — MyTalus, CBA3AHHAA C FEHOM,
pacnonoXeHHbIM Ha 5 xpomocome. YeTBepThlii BapMaHT — pea-
Kas ¢opMma, Bbi3biBaeMas MyTauueii B reHe SHAD4 [2].

B ocHoBe natoreHe3a HI'T nexar aHaToMuyeckue n QyHKLMUO-
HanbHble U3MeHeHus cocypuctoro pycna [5]. Mpwu 3Tom 3a60-
NleBaHUM NPOUCXOLMUT MOPaXKeHUe KPOBEHOCHbBIX COCYA0B pas-
JIMYHOTO Kanubpa c fereHepalumeit U rMNONNa3uelt MbllEYHOTO
1 3nactuyeckoro cnoes. B pesynbrate pa3BuBaeTca ovarosoe
MCTOHYeHMEe CTEHOK, 3aTeM pacliMpeHue NpocBeTa MUKPOCOCY-
poB. KpoBOTOUMBOCTb 06bACHAETCA Ype3BbIYaiHO NErkoii paHu-
MOCTbIO COCYAUCTON CTEHKN B MeCTe aHTMO3KTa3nu.

Cocyauctble ManbhopMaLuy NpeAcTaBastoT cob6oil npsmbie
apTepMOBEHO3Hble COeJUHEHNUs Yepe3 TOHKOCTEHHbIe aHeBpU3-
Mbl M BapbUPYIOT OT HEOOMbWNX TENEAHTNIKTA3MIA ;O OTPOMHBIX
ABM, pacnonaratmowmxcs BO BHYTPEHHUX OpraHax.

Ha paHHeit CTagMu naTosorMyeckoro npouecca BO3HMKaeT
NIoKanbHaa gunarauums, BoBNeKatoLasa BCe CIOM CTEHKW NOCTKa-
MUANAPHON BEHYNbl. 3aTeM 3TO pacTAXeHUe pacnpocTpaHAeTcs
Ha apTepuony, YTo B UTOre NPUBOLMUT K POPMUPOBAHMIO NPAMOTO
UX COeAMHeHUs 6e3 0Opa3oBaHWA MPOMEKYTOUHOW Kanunnsp-
HOW ceTu. Pe3ynbTaTtoM f@aHHOTO npolecca ABNAETCA CHUXKeHue
LaBeHUs KPOBU U CKOPOCTM ee Toka (puc. 1).

Mpu rMCTONOrMYECKOM UCCNEeL0BAHUN 0BHAPYKUBAIOT CUHY-
C000pa3Hble pacliMpeHUs COCyAoB HenpasuabHoi GopMbl,
MCTOHYEHHbIE CTEHKW KOTOPbIX 06pa3oBaHbl IHAOTENUANbHBIMU
KNeTKaMn 1 PbIXJ0Oi COeANHUTENbHON TKaHbIO.

KNUHUYECKAA KAPTUHA
HIT HauMHaeTcs Kak JoOpOKayecTBEHHOE COCTOsHWE, HO Mpo-
rpeccupyeT C BO3PacToOM, Bbl3blBas CEPbe3Hble OCI0XKHEHMA.
Y 6onblIMHCTBA NALMEHTOB AMArHO3 YCTaHABAMBAIOT B MOAPOCT-
KOBOM WM yKe 3penom Bo3pacTe. Y HOBOPOXKAEHHbIX NposBie-
Hus HIT 06bIYHO OTCYTCTBYIOT.

OCHOBHbIMM CUMNTOMaMK 3a60NeBaHUA ABAAIOTCA HOCOBbIE
KPOBOTEUYEHMS, TeIeaHTNIKTA3MN HA KOXKE U CIM3UCTbIX 060/104-
Kax, a Takxke ABM BHyTpeHHUX opraHoB (mab.).

HocoBble KpoBoTeueHUs — Haubonee 4actoe NposiBNeHue
HIT. B 95% cnyyaeB OHM HauuHawTca B BO3pacte 12 nerT,
X NepuoMYHOCTL B CpefHeMm cocTasnser 18 3nu30[08
B MecAill. B 60bWMHCTBE ClyYaeB YacToTa U TAKECTb KPOBOTe-
YeHWii yBenMYMBaIOTCA K 3pesiomy Bo3pacTy [3, 23].

TeneaHrnakTasuy, NOABAASACL HA CAWU3UCTbIX 0600YKaX
M KOXe, 0ObIYHO APKO-KpacHoro ugerta, gocturaioT 3-10 Mm

Puc. 1. ®opmupoBaHme KOKHOTO TEACAHTIIKTA3a
IIPU HACACACTBEHHOU T'E€MOPPATHICCKOUN
TEACAHTHIKTA3UH.

I Ipumeuarnue. (1) — nopma, (2) — parnnaz cmadus
popmuposariua meaeareuskmasut, (3) — «pesasy
7eNeaAH2UIKINAZUA.

Hopmansras xowa nponusarna apmepuosamu (A),
Komopuie coeduriaronea ¢ serysamu (B) uepes xanuaiaper
(K). Yavmpacmpyxmypa nopmansiodi nocmxanusispron
6eryl (nokasana 6 paspese) cocmoum u3 npocéenia,
IHOOIIEAUANLHBLX KAEHIOK 67110D020 U 1IpenIbeco PAdos
nepuyumos. Ha panneil cmadun gopmuposarius
meneanuIKmasuil eounuyIbIe 66y vl pactluparonics,

1O 6ce euye coeOUnAINIA ¢ apmepuosamu /zaqbe()mmaw
edunuunsrx Kanuaiqpos. 1 logsagenica nepusackyagpras
AUMPOYyUmapHan unH@uAvIpayus (noxasara cmpeaxoi).
I'Ipu «nosonuxy maneareuskmasax eenyast u ux 6emeu
pesko pacuiuperivi, YOUHeHbI U UIBUINBL. prepﬂw/h/ He
coedunaomea 7’7()6}‘)6’()[///6’(/)7 pacttuperiivrx KOMMYHUKAL,
MUHYA KanuJJ7pst. Il epusacky1apas M//gﬁ;MW/[Jazﬂ/;/
Hapacmaen. Y 6eaudusaencs moauua cocyoucnon

& emenu (no darnmnsim [5, 10])

B [lMAMeTpe, He MynbCUPYIOT, GAELHEIOT NpU HafaBANBAHUM, UX

KOJINYeCTBO MeJJIeHHO YBean4YnBaeTcs ¢ Bo3pacToMm. B knaccu-

yeckom onucanuun W. Osler BbienseT Tpu TNa TeneaHrnakTasnii:
® paHHUI — HebonblKe HenpaBUNbHON GOPMbI MATHBIWKK;
® MPOMEXYTOUHbIA — NO TUMY COCYAUCTbIX «May4KOBY;

® MO3[HWIt UK y3N0BaTbIl — APKO-KpacHble Mau nypnyp-

HO-bUONeTOBbIE OKPYMIblE Y3€NKW AWAMETPOM 5-7 MM,
BbICTYNaloWe Haf NOBEPXHOCTLIO KOXWU WAM CAU3UCTOM
0060/104KM Ha 1-3 MM.

Y 6onbHbIX CcTapuwe 25 feT Y4acTo 06HApYKMUBAKT TeneaHru-
3KTa3un AByx unu Bcex Tpex Tunos. OHKM MOryT pacnonaratbcs
Ha cau3ucToil 0bonoyke Hoca, rybax, AecHax, A3bike, HA KOXe
BOJIOCMCTOM YaCTy roONI0BbI, TMLA, KOHeYHocTelt. 0cobeHHo naTo-
THOMOHUYHbI TeJIeaHTMIKTa3MN Ha KPbIbAX HOCA U MOYKaX YILeN
[21]. Ha koxe oHU BbI3bIBAOT ULbL HEBONbLIME KOCMETUYECKUE
pedekTbl. OAHAKO NpW NMOPAXEHWUMU CIU3NCTIX 06010YEK, 0CO-
6eHHo nonoctn Hoca U XKKT, TeneaHrnakTasum MoryT Bbi3biBaTh
3HayuTenbHble KPOBOTEYEHUS, BNJIOTb 10 Pa3BUTUSA Kene3ofe-
GULNUTHON aHeMum, T’MNoBoaAeMUN W runoTeHsun. MNpu Koppek-
LM MOCTreMOpparMyecknx aHeMuint HeobxoAum mepopanbHbIi
WNU NapeHTepabHbIA NPUeM NpenapaToB XKenesa, a B TAXKENbIX
Clyyasax — nepennBaHUA 3pUTPOLUTAPHON MACCh.

KnuHuuyeckas kaptuHa ABM pasnuyHa B 3aBMCMMOCTU OT
MX PaCMONOXKEHUA BO BHYTPEHHUX opraHax. [lpu nopaxeHuu
JIETKUX BO3HMKAET cOPOC KPOBW, MUHVIOLWMIA MUKPOLMPKYNS-
TOPHOE pyC/o, 4TO MPUBOAUT K HU3KOMY YPOBHIO OKCHUreHaLuum
apTepuanbHO KpPoOBWM U YBEMYEHUID CEPAEYHOro BblGpoca.
Bo3pacTaet Takke puck BEHO3HOI 3MG0UM, UH(DAPKTOB NIETKUX.
Mpu nokanusauum manbopmauunii B roNOBHOM MO3re MMeloT
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TadbAnmna l

Kanangeckne nmposABA€HIA HACAEACTBEHHON IeMOPPArnIeCKOM T€ACAHTUIKTA3UH

Opran/ Tun nopaxeHusa Jlokanusauus KnuHuueckune YpreHTHble IlnarHoctuka
cuctema nposBAeHuns COCTOAHUA
Hoc TeneaHrnakra- Cnusuncras obo- KpoBoTeueHus, MaccuBHoe OcmoTp
3us NoykKa xenesofeuuMTHaA | KpoBoTeYeHUe
aHemus
Koxa TeneaHrnskra- ly6bl, A3bIK, HEGO, | KocmeTuyeckuii OtcytctBytoT Ocmotp
3us N0, KOHBIOHK- pedexrt
TUBa, TYNOBULLE,
KOXXa Nnoj, HOrTeBom
NNacTUHKOW, noay-
WweyKu nanbLes
Jlerkune ApTepuoBeHo3- | MHorooyaroBble beccumnTtomHo, uma- | JleroyHoe kpoBoTe- | AycKynbtauus,
Hble Manbdop- MopaXKeHus, Yalue B | HO3, MUTPeHb, abC- | YeHUe, TMNOBOJIEMU- | OMpefeneHue ra3oB
mauum BEPXHUX [ONAX Lieccbl M0O3ra, TPOM- | YeCKWIA WOK, reMo- | KPOBM, NYNbCOKCUMET-
603mM60nus, nonu- TOpaKc pus, peHTreHorpadus
LMTEMMS, NerovHas TPYAHON KNEeTKM, KOM-
runepreHsua nblOTEpHas ToMorpa-
thus, aHrnorpacdus
LeHTpanbHas ApTepnoBeHo3- | [onoBHO 1 cnuH- | beccumnTomHo, TpaH3uTopHas uwe- | MarHWTHoO-pe3oHaHCHas
HepBHas cucte- | Hole manbdop- HOW MO3T ronoBHas 60sb, MUYecKas ataka, Tomorpadus (apte-
Ma mauum cybapaxHoupanbHoe | UWeMUYeCcKUit puo- 1 BeHorpadus),
KpoBou3nuaHue MHCyNbT, abcuecc KoMnbloTepHas TOMO-
Mo3ra rpadus
XenynouHo- ApTepuoBeHo3- | Xenypnok, age- beccumnTtomHo, kpo- | PBOTa C KPOBbIO, JHAOCKONMSA, aHTUOrpa-
KMLWEYHbI A Hble ManbopMa- | HAALATMNEPCTHAA | BOTEYEHUSR, Xene30- | MefleHa, anas KpoBb | (hus, KOMNbIOTEPHas
TPaKT (MCKMO- | LWW, TeNleaHrn- | KMLWKa, TOHKUI AeduUNTHAA aHemMua | B CTyne, runosone- | Tomorpacus
Yas neyeHb) IKTa3mA, aHrMo- | KUWeYHUK MUYECKNIA WOK
Aancnnasua
MeyeHb AptepuoseHo3- | llapeHxuma neyeHu | beccumntomHo, MeyeHoyHas 3Hue- | KomnbloTepHas Tomo-
Hble Manbdop- nopTanbHas runep- | panonarus rpacdus, MarHUTHo-pe-
LETIVIY TeH3Us, bunnapHble 30HaHCHas Tomorpacdus
paccrtpoiicTea (apTepuo- 1 BeHorpa-
tus), aHrnorpadus

MeCTO WLEMUYeCKMe MW TeMopparnyeckne MHCYNbTHI, abclec-
Ccbl MO3ra.

Bo3MOXHbI nopTanbHas runepreH3us, nopaxeHue Gunuap-
HOTO TPAKTa, BbICOKMI PUCK CEpPAEYHbIX OCIOXKHEHUI NpU BHY-
TPUNEYEHOUYHOM PACMONOXKeHUN WyHTOB [4, 11, 19].

AUATHOCTUKA
3anopo3putb HIT BO3MOXHO nNpu nNpaBUNbHOW OLeHKe
*anob 601bHOr0, AaHHbIX OCMOTPA M CEMeHOro aHamHesa.
[eHeTUYECKME MeTobl AUATHOCTUKU He ABASAIOTCA OCHOBHbIMY,
NoCKoMbKY Nuwwb B 70-90% cnydyaeB yaaeTcs 06HapyKuTb MyTa-
UMK reHoB 3HAormMHa n ALK-1 [18, 20].
bonbliee 3HayeHWe NpuAAlOT AUATHOCTUYECKUM KPUTEPUAM
Curasao, chopmynupoBaHHbIM B 1999 r.:
® peuLuANBUPYIOLLME CMOHTAHHBIE HOCOBbLIE KPOBOTEYEHUSA;
® MHOXECTBEHHble TENeaHTUIKTa3UM Ha KOXKEe U CNU3UCTBIX
obosoyKax;
® apTepuOBEHO3Hble aHeBPU3Mbl BHYTPEHHUX OpPraHoB (ner-
KWX, TOJIOBHOTO M CMUHHOTO MO3ra, nevenu, XKKT);
® Hanuyme poACTBEHHMKA 1-# IMHUM POACTBA, COOTBETCTBY-
IOLLEro NepBbIM TPEM KPUTEPUAM.
[varHo3 cuntaetcs NoATBEPKAEHHBIM, €CAN Y NaLMEHTa UMe-
I0TCA TPU MAK YeTbipe KPUTEPUSA, BO3MOXHbLIM — MpWU HANUYUK
LBYX KPUTEPUEB, COMHUTENbHBIM — MeHee [1ByX Kputepues [26].

B cooTBeTCTBUU C MEXAYHAPOAHLIMU PEKOMEHJALMAMMU, NpU
SBHOM U BO3MOXHOM auarHose HIT nokazaHo oGciegoBaHue:
MPT-aHrunorpacus ronosHoro mo3ra, IxoKl gns ucknoyeHus
neroyHoit runepteHsun, KT unu MPT 6piolwHOi nonoctu u rpya-
HOI KNeTKN ¢ 06s13aTeNbHbIM BHYTPUBEHHbBIM KOHTPACTUPOBAHU-
€M N8 UCKJIOYEHNA NOPAXKEHNA NIETKUX U NEeYEHU.

B HacToslwee Bpems pa3paboTaHa cneuuanbHas LWkana
OLIEHKM CTeneHu TAXKECTW HOCoBOro KposoTeyeHus (Epistaxis
Severity Score — ESS) B 6annax. OHa BkiyYaeT B cebs WwecTb
NPOCTbIX BOMPOCOB O 4acToTe, ANUTENBHOCTH, WHTEHCUBHOCTU
KPOBOTEYEHNIl, HEOOXO[MMOCTM MeAULMHCKON MOMOLWM, Kop-
PeKLMM nocTreMopparn4yeckon aHemnu, TpaHChy3nMOHHOI 3aBu-
cumoctu (puc. 2) [13].

0TBET Ha KaX/blil N3 BONPOCOB OLEHNBAIOT B 6annax, pesyb-
TaTbl CyMMUPYIOT NPY NOMOLWM cheuunanbHoit dopmynel (puc. 3)
[13].

HocoBoe kpoBoTeyeHue KnaccuduumpyeTcs Kak nerkoe npu
1-4 6annax, ymepeHHoe — 0T 5 fio 7 6annos, TAxenoe — npu
6onee yem 7 bannax [13].

JIEMEHUE
B neyeHun HIT ncnonb3yioT ABa OCHOBHbIX MPUHLMNA:
® KOHTPO/Ib MECTHbIX M 06LWMX CUMNTOMOB (KPOBOTEYEHMIA
pa3NMYHOI NOKANN3aLMK U UX NOCNELCTBUN);
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OHKOTEMATOAOTUA ||

PIIC. 2 ()IIP()CIII/II\' AAA OIIEHKH TAXKECTHI HOCOBDBIX
I\'}D()B()'l@"l@ll”fﬁ V ITAITMEHTOB C IIHC,\GAC'I'BCIIIIO{I
reMOPpParuavdeckon Teaeanrusxrazueit [13]

1. Kak 4acTo BO3HMKAIOT TUMMYHbIE HOCOBbIE KPOBOTEYEHMA?
O Pexe yem exemecayHo
O Pa3 B mecal
O Pa3 B Hepento
O Heckonbko pa3s B Hepento
O Pa3 B ieHb
O HeckonbKo pa3 B ieHb
. KakoBa anutenbHoCTb HOCOBOO KpOBOTEYEHUA?
O MeHee MUHYTbI
O 1-5 MuHyT
O 6-15 MUHYT
0 16-30 MUHYT
O Bonee 30 MUHYT
. Kak Bbl 06b14HO ONMCbIBaeTe MHTEHCMBHOCTb HOCOBOTO KPOBOTEYEHUSA?
O 06bI4HO TEYET HE CUNIbHO
0O 06bIYHO «XIELLET» U «3aNUBAETY
. HyxHa nu Bam MeguumMHCKan noMoLyb AN OCTAHOBKM KPOBOTEYEHNA?
o [la
O Her
5. MpoBoaunack N Bam Koppekumna aHemun?
o [la
O Her
. Hyxpanucb nn Bbl B TpaHCdy3nn 3puTpoLMTapHOit Macchl?
o [la

O Her

N

w

~

o

Puc. 3. ®opmyaa moacueTa HOPMAAUZOBAHHOTO
[IOKA3ATEAS OIEHKH TAKECTH HOCOBBIX
kposoTteuernnit (Epistaxis Severity Score) [13],
DAAABI
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® NpefoTBpaLlEHNE OCNOXHEHWUN, CBA3AHHBIX C Hanuyunem
ABM B pa3nnyHbix opraHax.

JleyeHne HIT TpebyeT MeXAMCUMNAMHAPHOrO NOAXOAA
C NMpUBNeYeHNeM remaronora, OTOpUHONAPUHIONOra, NYIbMOHO-
N0ra, UHTEPBEHLMOHHOIO XWUpYpra, HeBPOOra, HeNpoxXupypra,
reHeTuKa, Kapguonora.

Y nauueHnTtoB ¢ HIT nepBoit nuHMel Tepanun peuupuBupy-
IOLWMX HOCOBbIX KPOBOTEYEHUI C YPOBHEM AOKa3aTeNbHOCTU A

MOTYT BbiTb YBAAKHUTENN BO3[yXa B JOME, HOCOBOW Ayl cofe-
BbIMM PAcTBOpaMu, TaMNoHaja HoOCa, fepMonnacTuka obnactu
neperopojku Hoca. YpoBHI0 fokasaTeNbHOCTH B cooTBeTCTBYIOT
JINTUPOBAHWe COCYAOB, KPUO- 1 3NE€KTPOKAyTepU3aLIms, Koaryns-
LM1s Npyu NOMOLYM aproHOBOrO, AMOLHOMO Nasepa, IMOonM3aLms
BETBEW HapyXHOW COHHOW apTepuu, TOMUYECKME Ba3OKOH-
CTPUKTOPBI, aHTUICTPOreHOBbLIA NMPOTUBOONYXONEBbIA Npenapar
TamokcudeH. OnucaHbl efunHuUyHble cnydan 3thheKTUBHOCTH
pe3eKLMN MOPaXEHHOW CNM3UCTO 060M04KM MONOCTU HOCA B
npefenax nopciausucToro cnos (ypoBeHb pokasarensHoctu C)
[6].

B HacToAwee BpemMA HM OfWH U3 NEpPeYNUCTEHHBIX Bblle
MEeTO/I0B fleYeHUs He No3BoNsieT 00eCneynTb AOMKHOTO YPOBHS
KOHTPONA HOCOBbIX KpOBOTEYeHuil. Pa3paboTka anbTepHaTuB-
HbiX MeTogoB Tepanuu HIT aKkTMBHO BefeTcs BO BCEM MWUpe.
MosiBunoCh 6oNbLIOE KONMYECTBO HAYUYHbIX PaboT, rae foCTUXe-
HUA TeHHOI MHXEeHepUN NCNONb3YIOTCA B Tepanumn peLuanBupy-
IOLMX HOCOBbIX KPOBOTEUEHWIA.

beBaynsymab — npenapar peKOMOUHAHTHBIX MOHOKIOHANb-
HbIX aHTuTen, uHrnbupyownx VEGF. Ero npumeHsioT npu 3no-
KauyecTBeHHbIX HOBOOOGpasoBaHuax KT, nerkux n OpoHXOB,
MONIOYHON Xene3bl. B HacToAlee BpeMs NPOBOAAT UCCNeAoBa-
HUA 3t deKTMBHOCTH, 6€30MacHOCTU npenaparta W paspabarbi-
BalOT peKoMeHAAUMN ANA NeYeHUA UM HOCOBBIX KPOBOTEYEHU
y 6onbHbix HIT [14].

KNUHUYECKUE UCCNEQOBAHUA

S. Dupuis-Girod ¥ co0aBT. OAHMMKM M3 NEepBbLIX COOOLMIM
0 NPUMEHEHUWN KOPOTKUX KYPCOB BHYTPUBEHHBIX WHBEKLMWIA
6eBauu3ymaba y NauUMEHTOB C BbICOKUM CEpAEYHbIM BbI6PO-
com npu neyeHouyHoit copme HIT. B paboTy BOWAM AaHHble
0 NpUMEHeHWW npenapata y 24 GOJbHbIX, CPeAHMWII BO3pacT
KoTopblX cocTaBun 57 net. [layueHTam nNpoBOAMAW neveHue
6eBaLn3ymabom B fo3e 5 Mr/Kr B BUAE BHYTPUBEHHBIX UHbEK-
LMt Kaxable [Be HeAenu, Kypc Bkao4an 6 seeaeHuin. MNepuop
HabnlogeHus — 6 MecAlLeB CO BPeMEHU NEepBON MHBLEKLMUM
npenapata. MicxofHblit ypoBeHb cepAeuHoro Beibpoca cocTaBun
5,0 n/MuH/M?. U3 24 nauneHToB 23 3aBEpLUUAN KYPC, OAUH npe-
pBan nevyeHune nocne fByx BBEAEHUN.

MonHblh OTBET Ha Tepanuio, TO eCTb HOpManu3auua cep-
LeyHoro BbiOpoca, oTMeYeHa y 5 60oMbHbIX. YacTUUHbIA OTBET
(ntoboe cHUXEHME cepAevyHoro MHaekca) Habmopanu y 15 ye-
nosek. HeadpdekTnBHOI Tepanua okasanacb y 3 nauueHTos.

ABTOpbI U3MEpANN ANUTENbHOCTb 3MWU30[0B HOCOBbLIX KPO-
BOTEYEHUI B TEYEHME KaXK[A0ro Mecsla, oHa CHu3unach ¢ 221
00 134 MWUHYT B Te4eHUe nepsbiX Tpex MecsAueB M cocTasnana
B CpeaHeM 43 MWHYTbl 4epe3 NOArofa OT Hayana JieyeHus.
CpepHee yMcno 3nNWU30[0B KPOBOTEYEHWUA B MeCAL, YMEHbLIM-
nock € 26 po 20 cnyyaes yepe3 TpU MecsALa OT Hayana neyeHus
1 COCTaBAANO NO UCTeYeHumn noayroaa 11 cnyyaes exemecsyHo.
Mpn nomowm cneunanbHOro OMPOCHWKA OLEHMBANMU KavyecTBO
)KM3HU NaLMEeHTOB, ero Nokasatenn Ha oHe neyeHus 6eBaLms-
ymabom ynyywuauce [7].

HayuyHble uccnefoBaHus 6biM HanpaBaeHbl HA NOUCK HOBbIX
MeTOJ0B BBEJEHUA NpPenapata, yunTbiBas 00/blioe KOANYEeCTBO
OCNOXHEHUIA NpU BHYTPUBEHHOM Mcnonb3oBaHuu. J. Simonds
M COaBT. OJHWUMU U3 NEPBbIX MHTPaHa3anbHO CTanu npume-
HATb VEGF 1 ony6iuKoBanu peTpocneKTUBHOE MCClefoBaHue.
OcHOBHoOVA rpynne nauMeHTOB C PeLUAUBUPYIOLMMU HOCOBBIMU
KpoBoTeyeHusaMK (n = 10) NPOBOAMAN KOATYNALMIO UCTOYHMKA
KpOBOTEYEHWUs MpW NMOMOLYM aproHOBOro nasepa W MOACAU3N-
cToe BBefeHMe Gesauusymaba B fo3uposke 100 mr, B rpynne
KOHTpons (N = 9) BLINONHANM TONBKO KOArynsuuio UCTOYHUKA
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KpoBoTeyeHus. o faHHbIM ABTOPOB, OCHOBHbIE MOKa3aTenu
OLEHKM TAXECTU HOCOBBIX KPOBOTEYEHWIA, Takue Kak nepenu-
BaHMA 3PUTPOLMUTAPHOM MacChl, 3KCTPEHHbIE TOCAMUTaNU3aLmy,
npuem nepopanbHbIX 1 NapeHTepasbHbIX NPenapaToB xenesa, B
TeyeHue rofa nocsie nevyeHus y 6onbHbIX 06enx rpynn cTaTucTu-
YecKM 3HaYMMO He pasnuyanucs [27].

T. Karnezis u coasT. B 2011 r. npeAcTaBunmn pe3ynbTaTbl CBOeN
paboTbl MO NIeYEHUID HOCOBBIX KpoBOTeueHU. B uccnepoBaHue
BOLUAYM 32 NalMeHTa, U3 KoTopbix 17 ucnons3osanu 6esalusymad
B BuAe cnpes, 10 nauneHTam BbINONHUAN NOACIN3NCTOE BBEAe-
HWe npenapara B CTaHJapTHoW go3uposke 100 mr, 5 nonyyanu
KOMOMHWPOBAaHHOE NedYeHWe B BUAe CNpes U NOACANU3UCTOrO
BBefeHusA. CpepHee no rpynnam 3HaveHue ESS cHusmnocs ¢ 7,0
B0 2,9 6anna B nocnegyiolme 4 mecsua (p < 0,0001) [15].

B 2012 r. 3T e aBTOPbI ONYGAMKOBANMN AaHHbIE O NIEYEHUM
19 nayMeHTOB, MOMYYaBIIMX UHTPAHA3abHble UHbEKLUN BeBa-
uu3ymaba B gose 100 Mr, C peTpOCNEKTUBHBIM HabNloAeHEM B
TeyeHne 12 mecsues. Y 6 nauueHToB JONONHUTENbHO UCMONb-
30Banu 6eBaum3ymab B BUAe cnpes B TOi e fo3uposke. ESS B
cpefiHeM cHusuncs ¢ 8,15 go 3,50 6anna B TeyeHue roga [16].
K coxaneHuto, TAXKEN0 OLEHUTb, KaKoii cnocob BBeAeHUS npe-
napara cnoco6CTBYeT MaKCUManbHOMY CHUXEHUIO HAeKca ESS.

R. Guldmann u coaBT. ony6nuKoBanu pe3ynbTatbl HEGONb-
WOro NpOCNeKTUBHOTO WCCNeAOBAaHMA C yyacTuem 6 nauueH-
TOB, NPUMEHABLIKX GeBauu3ymab B BMAE Ha3anbHOro crpes B
po3se 50 mr. ESS oueHuBanu exemecsyHo, noboyHble athdeKTbl
NeyeHus He oTmeyeHbl. Kypc WMHTpaHa3anbHOro npuMeHeHuMs
GeBauur3ymaba gaBan CTaTUCTUYECKM 3HAUMMOE CHUXKEHMe ESS B
TeyeHune nepBbIX iBYX MecsLeB neyeHns (p < 0,001 u p < 0,005
COOTBETCTBEHHO). B TeueHue TpeTbero mecsua cHuxeHue ESS
yKe He Oblo CTAaTUCTUYeCKM 3HauyuMmbiM. [TokasaTenb cTeneHu
TAXECTM HOCOBbIX KPOBOTEYEHWIN HE CHMXKanca y nauueHTa
C ero UCXoAHbIM ypoBHeM Gonee 7 Gannos. ABTOpbl fenatoT
BbIBOJ, YTO NPUMEHeHMe npenapata AaeT 3HAYMMOEe CHUXKEHUe
noKa3saTens TAXECTM HOCOBbIX KPOBOTEYEHWIA B nepBble [Ba
MecALa BBEAEHWA NpW ero 3Ha4eHUn Ao Hayana eyeHuns mexHee
7 6annoB, T. €. NP1 HOCOBbIX KPOBOTEYEHUAX YMEPEHHO TsaXe-
cv [9].

OCNNOXXHEHUA NEYEHWA BEBALWU3YMABOM

beBaunsymab, ABNAsCb NPOTMBOOMYXONEBLIM MpenapaToM,
obnapaet pagom noboYHbIX AENCTBUIA, TakKUX Kak nepdopaunu
KT, kpoBou3nuaHUsA M KpoBOTEYEHUS, apTepuabHas TpoMo6o-
3M60NUA. ITU OCNOKHEHUA BCTPEYAIOTCA NPU pacnage onyxonu
Ha (oHe neyenus. Hanbonee yacto nauueHToB Gecnokost Afl,
cnabocTb, acTeHus, guapes, 60U B KMBOTe, NOBbIEHUE TEM-
nepatypsbl Tena. 0ueHb PeAKo B MOCTMAPKETUHIOBLIX UCCNEefo-
BaHMAX OTMEYAIOT rMNepTeH3NBHYIO 3HLedanonaTuio, CUHAPOM
obpatumoit nosgHei neiikosHuedanonatuu, ronoBHy 60Jb,
ncuxuyeckue HapyweHus. CToUT OTMETUTb, YTO BCE 3TU OCIOXK-
HeHUs Habnaanu Npu napeHTepanbHOM BBEAEHWUM Npenapara.
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ro nauueHTa He OblIO KPOBOTEUEHWII, TPOMOOIMOONUYECKUX
ocnoxHeHui, nepdopaunit KT unu neitkosHuedanonatuin [7].

Bbino npoaHanu3MpoBaHO MpuMeHeHMe npenapara B dopme
HasanbHoro cnpes (n = 26), NofcAU3NCTOro BBeaeHus (n = 34) B
J03upoBke oT 25 go 100 mr BMecTe € Koarynauuemn npu nomMoLum
aproHoBoro nasepa. B 5 cnyyasax chopmupoBanacs croiikas nep-
thopauua neperopogku Hoca. [laHHble 0 popmupoBaHumn nepgo-
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MUPOBAHO A0 BbIXOAA CEPUM HAYYHbIX UCCNEA0BAHUA Tepanuu
LaHHbIM npenapaToM. BeposTHo, acddekTuBHOCTL U npeobna-
AaHue nosb3bl Haf, BEPOATHbIM PUCKOM OCNOXHEHUIA [acT BO3-
MOXHOCTb LWMPOKOrO MCMONb30BAaHUA €ro B leYeHU HOCOBbIX
kpoBoTeyeHuit. Ocobblit MHTepeC npefcTaBAAOT MaNoUHBA-
3uBHble cnocobbl NpuMeHeHus Gesauusymaba (NMOACAU3UCTbIE
MHBEKLWW UK MHTPAHA3aNbHBIN CNpeil), BO3MOXHbIE B ambyna-
TOPHbIX YCIOBUSX.
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Tepanuu peLuauBUPYIOLLMX HOCOBBLIX KPOBOTEYEHWI Y feTelt
c HIT 6bin onybnukosaH B Poccum B 2014 r. MatunetHei
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IPheKTUBHOCTL NPUMEHEHUA PA3MOPOXKEHHbIX
U OTMbITbIX 3PUTPOLUTOB Y AeTEU
c remo6sacrosamm

H. H. Crapoctun, M. A. bonoros, . E. TpaxTmaH
<Deaepa/7be/ﬁ Hay’-IHO-KITUHuLIeCKUﬂ yeHmp demckoli eemamosio2ul, OHKo02uU U UmMmyHos1I0euU umeHu ,ﬂMumleﬂ Pozayésa, 2. Mocksa

Llenb nccnepoBaHmA: cpaBHUTENbHbI aHann3 3HEKTUBHOCTY NepeNnBaHNA PAa3MOPOXEHHbLIX U OTMbITbIX 3pUTpoLuToB (P103J) 1 06bIYHOI
3puTpOLMTHOI B3BecK (IB) getam, nonyyasLumMM Tepanuio Npu remobaacTo3ax ¢ aHEMUYECKUM CUHAPOMOM.

[lM3aitH: CpaBHUTENbHOE PETPOCMNEKTUBHOE UCCNEeAOBaHME.

Marepuanbl u MmeTopbl. V3yueHbl ucTopun 6one3HN NaLMeHToB ¢ reMmo61acTo3amm u aHeMUYeCcKUM CUHAPOMOM, NOJYYaBLIMX reMoTpaHchy3u-
OHHylo Tepanuio 3B (rpynna A, 30 naunenTtos) u Pu03 (rpynna B, 28 nauuneHToB).

PesynbTarbl. BHyTpM 06eux rpynn oTMEYeH MPUPOCT NokasaTeneil KpacHoi KpoBu. XoTa B rpynne nauueHTos, nonyuuswimx Pu03, npupoct
YpOBHei reMornobuHa, 3pUTPOLUTOB U remaTtoKputa Obli CTAaTUCTUYECKM 3HAYMMO HUKE, YeM Yy GonbHbIX, KOTopble noayunau 3B, yunuteiBas
“3HayanbHo Gonee HU3KMe xapakTepucTuku P03 B cpaBHeHuu ¢ IB, B LLeNOM MOXKHO NOATBEPAUTb [OCTATOYHYIO 3DHEKTUBHOCTb NPUMEHEHUS
o6enx 3puTpoLUTCOAEpKALYMX CPef.

04HaKo cnefyet OTMETUTb, YTO NOTEPU FEMONOBMHA U IPUTPOLUTOB B J03€ IPUTPOLIMTHOI B3BECU, NOABEPTHYTOM MULEPOAU3aLUH, 3aMOPO3KE,
Jernuueponn3anmum, coctaBunm B cpegHem 16% n 19% COOTBETCTBEHHO, YTO HALLI0 CBOE OTPaXeHue B YPOBHAX NPUPOCTa 3TUX NoKasatenei
nocne nposefeHus TpaHchysum.

3aknioueHue. MposefeHHOe HaMU UCCNefOBaHME MO3BOJSET KOHCTATMPOBATh [OCTATOUYHYIO 3PHEKTUBHOCTL 06EUX IPUTPOLUTCOAEPKALLYMX
Cpef, B KOPPEKLMM aHEMUYECKOTO CMHAPOMA Y NMaLMEHTOB C reMobaacTo3amu.

Kntouesbie cnosa: KpUOKOHCEPBALMSA 3PUTPOLUTOB, reMo61acTo3bl, TPaHChY3NUM 3PUTPOLUTOB.

Efficacy of Using Thawed-and-Washed Red Blood Cells
in Children with Hematological Malignancies
N. N. Starostin, P. A. Bologov, P. E. Trakhtman

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Study Objective: To compare the efficacy of transfusions of thawed-and-washed red blood cells (RBC) and usual RBC suspension in children
with hematological malignancies and anemia who have received treatment.

Study Design: This was a comparative retrospective study.

Materials and Methods: We have reviewed the medical charts of patients with hematological malignancies and anemia who had received
transfusions of RBC suspension (Group A, 30 patients) or thawed-and-washed RBC (Group B, 28 patients).

Study Results: Both groups showed an increase in RBC parameters. Compared to transfusions of RBC suspension, transfusions of thawed-and-
washed RBC led to significantly smaller increases in hemoglobin, RBC and hematocrit levels. However, taking into account the lower intrinsic
efficacy of thawed-and-washed RBC, both RBC-containing products can be considered rather effective.

Of note, in a dose of RBC suspension that was glycerolized, frozen and deglycerolized, mean hemoglobin and RBC loss was 16% and 19%,
respectively. This explained the smaller increases in hemoglobin and RBC levels in patients who received transfusions of thawed-and-washed RBC.
Conclusion: Our study proved that both RBC-containing products are quite effective in treating anemia in patients with hematological
malignancies.

Keywords: cryopreservation of RBC, hematological malignancies, RBC transfusions.

OBpEeMEeHHble MpOrpaMMbl ieYeHUst NauueHToB ¢ remo- | nee 5%. HecMmoTps Ha 370, coxpaHsioTcs npobGnembl co CBOe-

6nacto3amu C BHepeHWeM BbICOKOMHTEHCUBHbIX METOA0B

Tepanuu, WMPOKUM UCNOb30BaHMEM TPAHCMNAHTALUM rema-
TOMO3TUYECKUX CTBONMOBbLIX KNETOK BEAYT K YBENUYEHUIO Yucna
NaLMEeHTOB, HYXAALWNXCA B TPAHCHY3NAX IPUTPOLUTCOLEPIKA-
wux cpep (3CC). Mocne BHefpeHUA COBPEMEHHbIX PecycneHpm-
pyloLMx pacTBOpOB C Job6aBNeHNeM Nonucaxapuios, poctaros
W afeHUHa B NOBCEHEBHYI0 NPAKTUKY 3aroTOBKM 3pUTPOLMTAP-
HOIl Maccbl BOMPOC O XpPaHeHWUN 3pUTPOLUTOB A obecneyeHus
noTpebHOCTM NeYyebHbIX yYpexaeHUin 6bi1 B OCHOBHOM peLlEH.
Bo MHorux o6nactax MefuUMHbI 42-AHEBHbI CPOK XpaHeHUs
3pUTPOLMTOB NMO3BOJIMA MPOBOLUTL HEODXOAMMOE YMCIO Neveb-
HbIX MEpONPUATUIA, @ KOMMOHEHTH KPOBM, NOANEXAlLWe Cruca-
HUIO MO UCTEYEHUU CPOKA FOAHOCTH, CTaU COCTaBAATH He 60-

BpeMeHHbIM obecnedyeHnem nauueHtos 3CC, U npexpe BCero ¢
VOOBNETBOPEHUEM OCTPO BO3HUKLIEH NOTPEOHOCTHU B TpaHChy3um
V NaLMeHTOB C PELKUMU FPYNNamMu KpoBK, y CEHCUOUIN3MPOBAH-
HbIX 60JIbHbIX MPY HEOOXOAUMOCTYU MHANBUAYANBHOTO NOAGOPA, a
TaKXe Npu puCKe NOBTOPHOIO Pa3BUTUA aniepruyeckmnx peakumi
V peuunueHToB C AANTeNbHbIM TPaHCHY3MOHHBIM aHaMHe30M.
AKTyanbHbIM 0CTAeTCA BONPOC O 3aroTOBKE ayTONOFMYHON KPOBU.

[pyroit npoGnemoit sBnseTCs npegynpexmgeHue nepegayn
reMOTPaHCMUCCUBHbBIX MHGbEKUUA. B cBA3M C AAnUTeNbHbIMKM
CPOKaMu XpaHeHUs 3aMOPOXEHHbIX 3PUTPOLMUTOB MNOABUNACH
BO3MOXHOCTb UX HAaKOMJeHUA B BUAE CTpaTernyeckoro 3anaca,
ObICTPO roTOBALLErocs K npuMmeHeHuto. 0CobbI aKLEHT BOMKEH
ObITb cAenaH Ha KapaHTuHu3auuu 3CC, CyWecTBEHHO CHMXKa-

bonozos lMasen AHOpeesuy — Bpay-mpaHcgy3uonoz omoeneHus MpaHCPy3uoa02Ul, 3020MOBKU U NPOUECCUH2A 2eMoNno3muYecKux CmBeoa08bIX
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loueit puck MHbMUMpoBaHMA peuunuenToB renatutamu B u C,
BNY-undekuyneit.

ITn (hakTopbl BHOBb NPOGYAMIM MHTEPEC K pa3paboTke u BHe-
APEHNI0 METOANK [JINTENbHOTO XPaHEHNA KOMMOHEHTOB KPOBMU.

PasnuyHble MeTOAbl KPMOKOHCEPBALMKM KPOBU U €e KOMMO-
HEHTOB, B 0COGEHHOCTU 3PUTPOLUTOB, OblIM M3y4eHbl [OCTa-
TOYHO [aBHO. 3aMOPOXEHHbIE KOMMOHEHTbl KPOBM — OfMH
M3 aNbTEPHATUBHBIX METOLOB UX XPAaHEHWs; BO3MOXHOCTb MX
3aMOpO3KM aKTUBHO uccnegosanacb B 50-60-x rogax npowno-
ro BEKa, CPOK FOAHOCTW 3PUTPOLMUTAPHON Maccbl B TO BpeMs
He npesbiwan 21 gHs. MpoBegeHne KpuokoHcepeauuu 6bino
COMPSIXKEHO CO 3HAYMUTENbHBIMU MOTEPAMMU KMU3HECNOCOOHOCTH
1 YHKLMOHANbHOW aKTUBHOCTU KNeToK kposu. B npouecce
3aMep3aHns BOAHbLIX PacTBOPOB feffiHble KpUCTannbl co3fa-
I0TCA U3 «4YWUCTOI» BOABI, @ MPOCTPAHCTBO MEXAY KpucTanna-
MW 3aNONHAETCA KOHLEHTPUPOBAHHBIMU 3feKTponuTamu. 3To
NPUBOANT K Aeruapartaumu KNeTtok 3a CYeT U3MeHeHUs OCMO-
Tuyeckoro Aaaenexua u pH cpeppl [3, 5]. 3awmTa Knetok npu
3aMOpaXuBaHUN [OCTUTAeTC [00aBNEHMEM KPUO3ALUTHBIX
BelecTB (KpMOnNpoTeKTopoB). Tak Kak MmociefHue BbI3biBAIOT
3HauuTENbHOE YBENMYEHWMEe OCMONAPHOCTM, MpU [0GaBAEHNU
pacTBOpoB HEOOXOAMMO BHWUMATENbHO OTC/IEXMUBATb BCE MpO-
Leflypbl, KOHTPONMPOBATb OCMOTUYECKUE W3MEHEHUs, 4TOObI
n3bexatb HeoOPaTUMOro MOBPEXAEHUA KNETOYHbIX CTPYKTYp
n obonouyek [3, 5, 8]. Mo cBoemMy BO3AENCTBUIO KPUONPOTEKTOPSI
LeNATCA Ha [Be TPynmnbl: BHYTPUKIETOUHblE (KMPOHUKAOWME)
1 BHEKJIETOYHble (KHEMPOHMKaloWMey).

BHyTpuKNeTOUHble KpuonpoTeKkTopbl. bnarojaps otHocu-
TENIbHO NMPOCTON XMMUYECKOW CTPYKTYPE BHYTPUKNETOYHbIE KPUO-
NPOTEKTOPbI NIErKO MPOHWKAIOT B KNETOYHYI0 MeMOpaHy W npu
HU3KO KOHLEHTpaLuMu He NpefCcTaBAsioT ONACHOCTW B nnaHe
TOKCMYECKOro BO3AEACTBUSA Ha KneTku. B npouecce 3amopo3ku
3TV BeLeCTBa YBENNYNBAIOT BbIXOL, BHYTPUKIETOYHOW BOABI U NOJ-
AEPXKMBAIOT OCMOTUYECKMIH 6anaHc, YTo NPUBOANT K YMEHbLIEHUIO
00beMa KNIETOK, a TaK)Ke CHUXAeT 0CMOTUYECKYIO Harpysky [7, 13].

K AaHHOMY TMMY KPMONPOTEKTOPOB OTHOCATCA MWLEPON, Au-
metuncynbdokeug (OMCO), HekoTopble TUNbI IUKONei (3TaHon,
MEeTaHo, MPOMUNEHMIUKONMb U T. N.), WWMPOKO UCTONb3yeMble Npu
LNUTENbHOM XpaHEHUW 3aMOPOXKEHHbIX TKAHe U KNeToK (6aHKu
cnepmMbl, KpUOOAHKM, BaHKM CTBONIOBBIX KIIETOK U KNETOK NYMOBUH-
Hol KpoBu). Kpno3sawuTHblit 3ddeKT ruLepona, KOTopblii Takxke
Ha3blBAIOT HU3KOMONEKYNAPHBIM HEINEKTPONIUTOM, 3aKoYaeTcs
B MPOHWKHOBEHUM B KJETOUYHYIO MeMOpaHy U B SAPO KNETKU U B
CO3[,aHUM TUNEPOCMONAPHON OKpYKatolel cpefbl. PaHee muue-
PO MCMOJb30BaNM s KPMOKOHCEpBaLuUM 60MbLLIOro YKucna kie-
TOK MJIEKONUTAIOWMX, SMOPUOHOB U HEOMNOJOTBOPEHHBIX ANLL.
B HacTosLee BpeMs OH NpUMEHSAETCs MaBHbIM 06pa3oM Ans Kpro-
KoHcepBaLuu 3puTpoumnToB. OCHOBHAsA KOHLEHTpaLuus rmuLepona
coctaenset 20-40% (MakcumanbHas — 55%). OMCO, Tak xe Kak
1 TULEPON, ABNAETCA HEINEKTPOSUTOM C HU3KOW MOJEKYNAPHOI
Maccol M MOXeT WUCMoAb30BaTbCA ANA ANUTENbHOM KPUOKOH-
CepBaLMM Kak ALPOCOAEpPKaliMX, TaK U He AAPOCOAEpPHKALNX
knetok. OfHako, B OTIMYME OT MULEPON3, LUTOTOKCUYECKMe
csoiictBa [IMCO nposBRSIOTCA yKe NPU KOHLEHTpaLMUsAX, NpeBbl-
watowmx 10%.

BHekneTOYHble KPUOMPOTEKTOPbI. B cBA3M c 6Gonblon
MOJIEKYNAPHOI MAaCcCOM BHEKETOYHbIE KPUOMPOTEKTOPLI HE MpPo-
HUKAIOT B KNETOYHYIO MeMOpaHy U B OCHOBHOM MCMOMb3ylOTCA
Ans ObIcTporo U cBepx6bicTporo 3amopaxwusanus. Cywectsyet
MHOFO MPUMEPOB TaKUX KPUOMPOTEKTOPOB: MOHOCaxapupbl
(rnioko3a, rekcosa), aucaxapupbl (caxapo3sa, Tperanosa), Tpu-
caxapugbl (patuHo3a) U nonumepsl (MOAUBUHWUANUPPONULOH,
NONN3TUNEHINIMKONDL), @ TaKXe [Apyrue BbICOKOMONEKYNAPHble

BeLecTBa, Takne Kak AeKCTpaH, MOANMULMPOBAHHBIN XKenaTuH,
TMAPOKCUITUAKPAXMaN, anbOyMuH.

BHeKeToUYHble KPUONPOTEKTOPbI CNOCOGHBI CTAbUAN3MPOBaTH
KneToyHylo MeMbpaHy, a Takxe obnaaatoT acdekTom 06pasosa-
HUA «CTEKNOBUIHOMOY» BelyecTBa. [1pyu npeBpalyeHnn Boabl B ef,
KPMOMPOTEKTOPbI JAHHOTO TUNA OCTAOTCA 3a NpefenamMmu KneTku,
obecneynBas co3AaHue MPOCTPAHCTBA MeXAY KNETOUHOW MeM-
OpaHOoM 1 BHEKNETOUHON Cpefoil.

BcnepctBue n3meHeHns ocMoTyeckoro kKo duuymeHTa BHe-
KNeToyHoe flaBneHne BbITECHAET MONEKY/bl BOAbI U3 MefIeHHO
3aMep3alolLero MEeXKNeTOYHOT0 MPOCTPAHCTBA, MpWU 3TOM He
noBpexpaaeTcs membpaHa knetku [2, 10].

PasmopoxeHHas 3puTpouuMTapHas Macca Bnepeble 6bina
ycnewHo nepenuta [1. J. Monnuconom (P. L. Mollison) B 1951 r.
[6]. IpuTpoumnTapHas Macca Ans 3TOro nepenuBaHus 3amMopaxusa-
N1ack € Mcnonb3osaHuem 20%-HOro pacTBopa mMuLepona 6bicTpbIM
MeTOAOM 3amMopo3ku, oTKpbiTbiM A. T. Cmutom (A. T. Smith) [8].
B cTaHmapThl KAMHUYECKOW MPAaKTUKWM KPUOKOHCEpBMPOBaHME
3PUTPOLMTOB BBEAEHO B Hauane 1960 r. [ns fobasneHns ucnosb-
3yeTcsl BblCOKOKOHLEHTPUPOBAHHBIA (40%-HbI) FKULEPOS, 4TO
CTasno atanoHoMm ans GonblnHcTBa otaenernii ONK Ha pnutens-
Hoe BpeMs. [locne 3amMopo3ku Temnepatypa 3pUTPOLUTOB Mef-
NeHHo cHukaetcs fo —80 °C, xpaHeHue npoucxoaut npu —65 °C.
3T0T MeTOA BnepBble Obin onucad k. J1. Tanaucom (J. L. Tullis)
u coaBT. B 1958 1. [11, 12].

B 2011 r. FDA CWIA 3apeructpupoBana BTOpYl BEPCUIO
annapata Haemonetics ACP 215, KoTopblit COBEPLIMA NPOPbLIB B
npoueccax MuLeponu3aLum u Aernuueponn3aunm, caenas ux
«3aKPbITBIMUY, 3aLMLLEHHbIMU OT BO3AENCTBUI BHELWHENR cpegpbl.

TonbKO HefaBHO OblN YaCTMYHO MPEORONEH MaBHbIA Hepo-
CTaTOK KPWUOKOHCEPBMPOBAHMA 3PUTPOLMTOB: C MNOABAEHUEM
B nocnefHne rofbl HOBbIX TEXHONOMMA W pecycneHAMpoBaHMUSA
XM3Hb 3PUTPOLMTAPHOI MACcChl MOCAe Pa3MOPO3KM CTana CocTas-
natb o7 1 no 3 Hepenb. C. R. Valery ¢ rpynnoit yueHbix u3 BoeH-
HO-MOPCKOI Hay4HO-UCCNeoBaTeNbCKO nabopatopun Kposw
CLUA, noka3sana AOCTOBEPHYIO BO3MOXHOCTb UCMONb30BAHUA KpH-
OKOHCEepBMPOBAHHON 3PUTPOLMTAPHON MAcChl B TeueHue 7 fHei
nocne pecycneHamMpoBanus B obasoyHom pactope CAIM (ape-
HUH, II0K03a, MaHHWTON) W 14 pHell mocne pecycneHAnpoBaHus
C ucnonb3oBaHueM fob6aBoyHoro pactsopa — dopmyna-3 (AS-3:
uuTpar, docdar, mMioko3a) cooTBeTcTBeHHO [14, 15]. M. Bohonek
1 COaBT. TaKXKe A0Ka3ain BO3MOXKHOCTb UCMONb30BAHNA KPUOKOH-
CepBUPOBaHHOI 3PUTPOLMTAPHOII B3BECK B TeyeHue 3 Hepenb [1].

Llenblo npoBefeHHOr0 HaMu MccnefoBaHus Obln CpaBHM-
TenbHbl aHann3 3dEeKTMBHOCTU NepennBaHnA Pa3MOPOXKEeH-
HbIX M OTMbITbIX 3pUTpoLUTOB (PU03J) 1 06LIYHOI IPUTPOLUTHON
B3Becu (IB) peTam, nonyyaswuM Tepanuio Npu remobnacrosax
C aHeMUYeCKUM CUHAPOMOM.

MATEPUAJIbI U METObI
BbinonHeH peTpoCcneKTUBHbLIA aHanM3 UCTOpUI BONE3HN nauu-
€HTOB C remMo6i1acTo3aMu, HaXOAUBLUUXCA HA IeYeHUU B OThe-
neHusax OrbY «PepepanbHblii HAyYHO-KIMHUYECKMIA LLEHTP AeT-
CKOVi remMaToNnorun, OHKONOrMU U UMMYHONOTUM UMeHU [MuTpus
Porayésa» MuH3ppaBa Poccuun u nonyyaslmx remoTpaHcdysu-
OHHyto Tepanuio 3B (rpynna A, 30 naumeHTtos) n Pu03 (rpynna B,
28 nauueHToB). [pynnbl 6bIIM CONOCTaBUMBI MO CPefHei Macce,
AMarHo3am, nokasaHuam K tpaHcdysun (mabs. 1). 0T 3aKOHHbIX
npeacTaBuTeNeil Bcex NaLueHToB 6bi10 nonyyeHo uHbopMUpo-
BaHHOe cOornacue Ha BbINOJHEHME ANArHOCTUYECKUX MpoLenyp
1 npoBefeHne remoTpaHcdysnii.

OCHOBHbIM KpuTepuem Ans NpoBefeHMs TpaHCHy3un ABNA-
JI0Cb CHUXEHMWEe YPOBHA remornobuHa Hke 80 r/n npu oTcyT-
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CTBUM NpOAOXKAIOLWerocs KposoTeyeHus. [losy IB ans peunnu-
€HTOB 06eux rpynn onpenensnu u3 pacyera 10-12 mn/kr.

IB 6bina nonyyeHa U3 450 MN LENbHOW LOHOPCKOW KPOBY,
3aroTOB/IEHHON C UCMONb30BAHUEM CUCTEMbI i COOpa KPOBU
(Terumo IMUFLEX WB-RP, Terumo Corporation, fAnoHus),
B KauyecTBe KOHcepBaHTa npumeHsnu LUOT (yutpat, gurugpo-
tocdar, miokosa). LleHTpudyruposaHue mMewKos NpousBoguImn
B XKeCTKOM pexume (3500 06/MuH) npu Temnepatype +4 °C
B TeyeHue 15 MUHYT c nocnegywowmm pobasnennem CAIMM.
Bce komMnoHeHTbl Gbinn nofBeprHyThl neitkodunbTpaLum u 0bay-
YEHUI0 PeHTTeHOBCKMMM nydamu B go3se 25 [p.

3aMopaxu1BaHUIO MOABEpPraau 3pUTPOLUTHYIO Maccy, 3aro-
TOB/IEHHYID Ha [IOKO30-LMTPATHOM PacTBOPe W XPaHMBLUYHOCA
He Gonee 5 fiHell nocne B3ATUA OT JOHOPA. IpUTPOLMTHASA Macca
AN KPUOKOHCEpBaLMHM Gbina nonyyeHa u3 neinkohunbTpoBaHHOM
1 0bayyeHHO! IB nyTem LeHTpUyrupoBaHus U nocneayowero
yoanenus CATM. B kauectBe orpaxpatolero pactsopa BbiCTynan
57,1%-Hblii pacTBop muuepona. CmewnsaHue 3pUTPOLUTHOM
Maccbl C KPUOKOHCEPBMPYIOWMMU PacTBOpamMu NPOBOAUAMN C
NOMOLLbI0 aBTOMATMYeCKOil cucTemMbl 06paboTku knetok ACP 215
(Haemonetics, CLUA). Mocne muuepuHM3aumMu KOHTeNHepsl C
3pUTPOLMTAMM MOLBEPrann 3aMOPAXKMBAHUIO U XPaHEHWIO Npu
Temnepatype —80 °C. CpefHuit CPOK XpaHEHWS 3aMOPOXKEHHbIX
3puUTpOLMTOB cocTaBnsan 8 + 1,5 mecaua oT AaThl MULEpPUHU3a-
uum. flernnueprHu3aLmio U oTMbIBaHUE 3PUTPOLUTOB BbIMOJHANM
HEMOCPeACTBEHHO Nepef TpaHcdy3meit B aBTOMATUYECKON cuCTe-
Me 06paboTku knetok ACP 215 c MCnonb3oBaHWEM 3aKPbLITOI
O/iHOPA30BOM MarucTpanu npu nociepyouem nobasnequn CAIM.

KnuHuyeckne nposBieHns aHEMUYECKOro CMHAPOMA B Ucche-
JOBaHUK HE OLEHMBANUCh, oueHKa 3MMEKTUBHOCTH TpaHChY3ni
3CC npoBoaMnack ToAbKO MO N1abOPATOPHbIM MOKa3aTensM Kop-
pekuumn aHemuun. OnpepeneHne nNpuMpocTa nokasartesei KpacHow
KPOBWU BbINONHANMUCH Yepe3 24 Yaca nocne npoBefeHus TpaHcdy-
3un. KOHeYHbIMU TOUKaMU OLLeHKM IDDEKTUBHOCTY IeYeHUs Oblin
nokasaresiu NpupocTa reMornoduHa, reMaToKpuTa, SpUTPOLUTOB.

CraTuctyeckas 06paboTKa [AaHHLIX BKAYana B cebs:
NpPOBEPKY HOPManbHOCTU pacnpefeneHuns, pacyeT CpepHero
3HAYeHUA, CTAaHZAPTHOTO OTKIOHEHUs, CTaHLAPTHOW OWWOKM
cpefHero 3HavyeHus. Micnonb3oBanu CTaTUCTUYECKUI KpUTEPUIA
CrbiopeHTa (t), ypoBeHb 3HAYeHWs [OCTOBEPHOCTU pasnnyuii
Ob1n NPUHAT 5% 1 MeHee.

PE3VJIbTATbI
C uenblo CpaBHWUTENbHONM OLEHKM KayecTBa KOMMOHEHTOB BCe
£0o3bl 3B 1 P03 Gbinn npoaHanu3nupoBaHsl nepes TpaHchysuei.

Tabaura 1 l

Aemorpacduueckne XxapaKTepUCTHKH ITAIIUEHTOB

Mapametpol fpynna A | Tpynna B
(n=30) | (n=28)
CpepnHuii Bo3pacT, net 93+15 8120
Mon (M/X), % 33,3/66,6 |42,8/57,2
CpenHsas macca Tena, Kr 23,7+5,0 |25/4+ 4,2
[unarHos, n:
® OCTpbIii MMENo6NACTHBI 15 14
nenko3s
® |OBEHW/IbHbIA MuenomoHoumn- | 11 10
TapHbI Neinko3
® OCTpbIit NMMBOBAACTHBIA 4 4
nenko3s

l—lplmuumue. A,\il BCEX CpﬂB[[IIBﬂCMb[X ll’Ap’AJ\IC'l‘p()B
p > 0,05.

OueHMBaNMCb KONMYECTBO remMoroOuHa, I3pUTPOLUTOB U remaTo-
Kput (ma6s. 2). CpeaHsas KoHLEeHTpauus remornobuHa B Pu03 Ha
16,5% Huxe, yem B IB, cpepHee coaepXaHue 3pUTPOLUTOB —
Ha 11,8%, rematokpuT Ha 12,8% Huxe, yem B IB. B npouecce
TULeponn3aLny, Sernuueponn3aLmm 1 XpaHeHUs 3aMOPOXKEH-
HbIX 3PUTPOLMTOB MOTEPU M YACTUYHbLIA FemMoNn3 3pUTPOLUTOB
HENU36EXHbI, YTO OOBACHAET Pa3nyuUA B NoKasaTensx.

[Ins cpaBHeHus 3¢ hEKTUBHOCTU 3amMeCcTUTENbHOI Tepanun IB
1 Pn03 Mbl npoaHann3upoBanu AMHAMUKY YPOBHEN reMornobuHa,
3PUTPOLMTOB M reMaTtoKpuTa B NOArPYNnax ¢ U3HayanbHbIM NoKa-
3atenem remormobuHa 60—-80 r/n (aHemMus TXeNOol cTeneHu).

Mofrpynnbl NALMEHTOB C TAXENON CTeneHblo aHeMuu Obinu
COMOCTaBUMbI: CPefHAs Macca Tena feTel, noayyaswux 3B,
coctasuna 23,7 = 5,0 kr, a nonyyaswmux P03 — 25,4 + 4,2 kr
(p > 0,05); 06beM MCMONB30BAHHOW 3PUTPOLMUTAPHOI Macchl
y netent u3 rpynnsl 3B B cpepgHem coctaBun 271,6 + 65,3 mn,
a n3 rpynnsl P03 — 263,0 + 41,3 mn (p > 0,05).

IvHamuka nabopaTopHbIX NOKa3aTeneil KPacCHOW KpOBU
B MCCNefOBAHHbIX NOArpyNNax npefAcTaBneHa B mabauyax 3-5.
Mo MCXOAHBIM YPOBHAM reMornobuHa, 3pUTPOLUTOB U remaro-
KpWTa nofrpynnbl NpakTUyecku He pasnuyanucs (p > 0,05).

Mocne BbINOAHEHUSA TPAHCPY3UiA NOKA3ATENM KPACHON KPOBK
B 06enx MOArpynnax noBbICUANUCE U AOCTUMMN LeNEBbIX 3HaYe-
HUI, NpefCcTaBNeHHbIX B mabauye 4.

Mpu aHanuse 3ddeKkTMBHOCTU remoTpaHcdy3nii BHYTpH
KaXXAoi M3 NOArpynn OTMeYeH MpUPOCT MOKasatenen KpacHoW

Tabauma 2 l

CpaBHHUTEABHAA XAPAKTEPUCTHKA SPUTPOLIMTHOM
B3BECU M PA3MOPO’KEHHBIX ¥ OUHIIIEHHBIX

spurpouuros (PuO3d)

Mokasartenu putpouuTHas Pn03
B3BeCb
femorno6uH, r/po3sa 55,80 + 3,34 46,60 + 1,50
JputpouuTsl, X 10%2/n 6,16 + 0,60 5,43 + 0,30
[ematokpuT, % 56,0 + 4,80 48,80 + 1,30

[Tpumedgarme. AAf BCEX CPaBHHUBACMBIX ITOKA3ATEACH

p < 0,001.
Tabamma 3 l

Iloxasaresu reMorao61MHAa, SPUTPOITUTOB
¥ TeMAaTOKPHUTA AO BBIIIOAHEHHA TPAaHCPY3UU
B IIOATPYIIIIAX IIAIIMEHTOB

Mokasartenu Moarpynna A | Moprpynna B
Temorno6uH, r/n 76,60 + 4,20 74,75 + 7,05
JputpounTsl, X 10'2/n 2,60 + 0,20 2,40 +£0,20
[ematokpuT, % 21,75 + 1,40 21,10+ 2,10

IIPIT\[C‘L’UHTC. /\.\H BCEX CpﬂliTUTliﬂC\lhTX ITOKA3aTCACH

p > 0,05.
TaOamuma 4 l

IToxasareau reMora06mMHAa, SPUTPOITUTOB
U r€MaTOKPHUTA II0CA€ BBIIOAHEHUA TPAHC(y3Hit
B IOATPYIIIAX IAIIUEHTOB

Moka3sarenu Moarpynna A | Moarpynna B
Temorno6uH, r/n 100,10 + 12,20 | 87,60 + 8,40
IputpounTsl, X 10'2/n 3,42 £ 0,50 3,0+0,27
lematokpuT, % 28,20 + 3,70 24,40 £ 2,60

Hp,u.\lC‘lﬂll,LlC. A,\}I BCEX CPaBHUBACMBIX IIOKA3ATEACH

p < 0,001.
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KpOBMW, OfHAKO B NOArpynne nauuexTos, noayumnslwmx Pn03, npu-
pOCT YpOBHEeN remornobuHa, IpUTPOLUTOB M rematokputa Obi
CTaTUCTUYECKU 3HAUMMO HIKe (mabsl. 5). YuuTbiBas U3HAYANBHO
Gonee Hu3kue xapakTtepuctuku PuO3 B cpaBHeHuu c 3B (cm.
mabn. 2), apcdextuBHocTb TpaHcdysuii ICC MOXKHO oLeHUBaTb
MONOXUTENbHO.

B xone oueHKM NepeHoCUMOCTU peumnueHTamu TpaHcdy3nii
3B u Pnu03 yuuTbiBanM Kak obuiee cocTosHWe OONbHbLIX, TaK
U AMHAMUKY CUCTONMYECKOTO W [MACTONIMYECKOTO apTepuanb-
HOTO [aB/IEHWS, YACTOThI MyNbCa, AbIXaHWUs, TEMNepaTypbl Tena.
Bo Bpems 1 nocne TpaHcty3nit He Gbln0 3ahMKCUPOBAHO Pa3Bu-
TUSA NOCTTPAHCHY3NOHHBIX OCNOXHEHWIA.

OBCYXXQEHUE

Co3paHue 3anacoB KOMMOHEHTOB [LOHOPCKOM KpOBW sBNAeTCs
HEOTbEMJIEMOI 4aCTblo TPAHCHY3MONOrMYecKoro obecneyeHus
naluMeHToB ¢ remo6nacto3amu. MpuMeHeHe COBPEMEHHbIX KOH-
CepBUpYIOLLMX PACTBOPOB 3HAYMTENBHO YYYLINI0 BO3MOXHOCTY
6ecnepeboitHOro cHabXeHUs TakUx BONbHbLIX IPUTPOLUTCOAEP-
KalWWMU KOMMOHEHTAMU, TEM HE MeHee pacTylias noTpe6GHOCTb
B KOMMNOHEHTAX KPOBU Y MALIMEHTOB C OHKOJIOTMYECKUMU U reMa-
TONIOrMYeCKUMIU 3360N1eBAHNUAMM MO-NPEXHEMY [enaeT aKTy-
anbHbIM CO3faHME 3anacoB ANUTeNbHOro xpaHenus. CozgaHue
6aHKa 3aMOPOXEHHbIX 3PUTPOLMTOB M03BONAET Gonee rMOKo
BbICTPAuUBaTb [JOHOPCKYIO MOMUTUKY, IKOHOMWUT KOMMOHEHTHI
KPOBU 3a CYET MUHUMMU3ALUM 06bEMA KOMMOHEHTOB C UCTEKLIMM
CPOKOM FOAHOCTM, NO3BONSIET CO3A4aTb IKCTPEHHbIE W TEKylMe
3anackl 3pUTPOLMUTOB pefKUX FPYNN KPOBU, YXKe MOABEPrHYTbIX
BCEM CMocobam AONONHUTENbHON 00paboTku (neikodunbTpa-
uus, obnyyerue 25 lp, OTMbIBaHME), T. €. YHUBEPCANbHbLIX A5
GO/bLWWHCTBA KIMHUYECKUX CUTYALMIA. B CBA3M ¢ AnuTenbHbIMU
CPOKaMM XpaHeHMA 3aMOPOXEHHbIX 3PUTPOLUTOB NOABNAETCA
BO3MOXHOCTb UX HAaKOMNEeHUA B BULE CTpaTernyecKkoro 3amnaca,
KOTOpbIA BbICTPO rOTOBUTCA K MpuMeHeHuto. 0cobblii aKLeHT
LOMKeH ObiTb CAENaH Ha BO3MOXHOCTM KapaHTuHu3auum 3CC,
YTO CyLWECTBEHHO CHUXAET PUCK MH(DULUPOBAHUS PeLUNUEHTOB
renatutamn B u C, BUY-uHdekuneir. ABTomaTnyeckas ruue-
ponusauus, Aernuueponusauus U OoTMbIBAHWE 3PUTPOLMUTOB
CYLECTBEHHO CHUXAIOT PUCK YeN0BEYECKON oWwKOKM, nepenu-
BaHME OCYLECTBARETCA C MEHbLWMUM PUCKOM NOBOYHBIX PeaKLuii
y NauueHToB. [ernuuepuHU3MpoBaHHbIE KIETKU COMOCTaBUMbI
no obbeMmy, rematokputy M 3PGEKTUBHOCTU NPUMEHEHUS C
00bIYHbIMM 3pUTPOLMTAMKU [4, 9]. CneunanbHbI NUTATENbHBbINA
B3BelWwnBatowuii pacteop CATM oGecneynBaeT nyywyw npuxm-
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TabAnmna 5 l

ITpupocT nokasareaeil reMoraoouHa,
3PUTPOLIUTOB U TEMATOKPHUTA IIOCAE BBIIIOAHEHUA
TpaHC(yY3UH B IOArPYIIIAX ITAIEHTOB

MNoka3arenu Moarpynna A | Moarpynna B
TemornoGuH, r/n 23,50 + 12,10 12,90 + 6,50
IputpounTsl, X 10'2/n 0,80 + 0,40 0,53 +0,27
fematokpuT, % 6,52 + 3,70 3,20 £ 1,60

HPI/I\ICLIHHHC. A.\H BCEX CPHBHMBHC\II)IX lI(i)I\'ﬂf{ﬂ'l‘C,\CI‘/lI
p < 0,05.

BAEMOCTb JOHOPCKNUX 3PUTPOLMTOB B KPOBAHOM pyc/ie nauueHTa
1 coxpaHaeT mopdotyHKLMOHANbHYIO NONHOLEHHOCTb 3pUTPO-
LMTOB A0 72 YacoB. MoKa3aHMsA K Ha3HAYEHUID Pa3MOPOXKEHHbIX
3pUTPOLUTOB aHANOTMYHbI TAKOBLIM MPU HA3HAYEHWUU HATUBHO
3B NN HAaTUBHBIX OTMBITbIX 3PUTPOLUTOB.

B uenom npu aHanuse pesynsratoB ucnonb3oBaHua ICC
MOXHO MOATBEPAUTL [OCTATOYHYIO 3(DEKTUBHOCTL NpUMEHe-
HUA Kak 3B, Tak n Pn03.

OpnHaKo cnefyeT OTMETUTb Psf 0COOEHHOCTEN, BbIABNEHHbBIX
npu aHanu3e pesynbTaToB MoOKasaTeNieil B rpynnax nauueHTos,
nonyyaswux Pn03. Motepu remornobuHa u 3pUTPOLMTOB B f103€
3B, noaBepruyToii MMLEpoan3aLMmM, 3aMopo3Ke, AernuLeponu-
3auuu, coctaeunun B cpegHem 16% n 19% cOOTBETCTBEHHO, 4TO
HaLW0 CBOE OTPaXKeHMe B YPOBHAX NPUPOCTA ITUX NOKa3aTenen
nocne nposefeHus TpaHcdy3uu. Mpu 3TOM LeneBble nokasarenu
YPOBHeil reMornobu1Ha U reMaToKpuTa Oblan JOCTUTHYTHI Y BCeX
NauueHTOB, KOTOPLIM NepeMBanach Pa3MOPOXEHHAA M OTMbITas
B3BeCb 3puTpouuToB. [IpoBefeHHbI aHanu3 He BbIABUA KIW-
HUYECKW 3HAYUMBIX Pa3NMYWil B YacToTe PasBUTUA NOBOYHBIX
peakuun nNpu UCNoNb30BaHMU TaKMX KOMMOHEHTOB LOHOPCKOW
KpOBM.
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HUSA LieNeBblX 3HaYEHUI reMornobMuHa U remaToKpuTa peLunu-
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laTocpusmonorna n oUarHoCTUKa

KapauomMMonaTuum npu
(0630p nuteparypbl)

A. b. Cyrak, I. H. Hukonaesa, E. B. ®eokTucroBa

B-Tanaccemumu

¢eaepa/7b/-/blﬁ Hay’-IHO-KﬂUHULIeCKUlj yeHmp demckoll 2emamosio2uu, OHKoI02UU U UmMmyHos1I0euU umeHu rﬂMle,DU)? Poeayésa, 2. Mocksa

Llenb 0630pa: aHanu3 0CHOB naToreHe3a U METo[0B paHHel AUArHOCTUKM KapAMOMMONATIUM, aCCOLMMPOBAHHOI C Neperpys3Koil )enesom.
OcHoBHble nonoxeHuaA. CepaeyHas He[OCTaTOYHOCTb — OCHOBHAS MPUUYMHA CMEPTU TPAHChY3MOHHO-3aBUCUMbIX MALMEHTOB C B-Tanaccemu-
eit. NMopaxeHue ceppLa 06yCIOBAEHO TOKCUYECKUM BO3LEMCTBUEM XKeNe3a, OTKNAAbIBAIOLLEroCcs B MUOKApAE, @ TaKKe afanTaluuei K ycnoBuam
aHeMUM, HapyLWEeHNEM UMMYHHOTO CTaTyca U IHAOTENNANbHON ANChYHKLMEN.

OCHOBHbIM METOZOM, NO3BONAOIMM OLEHUTb Neperpy3ky Mmokapaa xenesom, aensercs MPT cepaua B pexume T2*. CogepxkaHue epputuHa
B CbIBOPOTKE KPOBW W KOHLEHTpaLMA XKenes3a B TKaHW MeYeHW Mo [aHHbIM OMOMCUU HE OTPaKalT KOHLEHTPALMIO XKenesa B TKaHW Cepaua.
OueHka mopdonorum u yHKLMUM CepALa C NOMOLLbI0 IXOKapANorpadum no-npexHemy KIMHUYECKU 3HaYMMa, 04HAKO OHA AOJIXKHA BbINMONHATLCS
B LLEHTPAX, e Y)Ke UMEETCs ONbIT PaboThl C NALMEHTAMM C NePerpy3Koi Kene3oM, U YyUUTbIBaTb 0COBEHHOCTU reMOAMHAMUKM NPU XPOHUYECKOI
aHeMuu.

Knioyesble cnosa: kKapamomuonatus, B-Tanaccemus, neperpysKa xenesom.

Pathophysiology and Diagnosis of Cardiomyopathy in Patients
with Beta-Thalassemia: Literature Review

A. B. Sugak, G. N. Nikolaeva, E. V. Feoktistova

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Objective of the Review: To analyze basic pathophysiological mechanisms and methods of early diagnosis of cardiomyopathy associated
with iron overload.

Key Points: Heart failure is the leading cause of death in transfusion-dependent beta-thalassemia patients. Heart damage is caused by the
toxic effects of iron accumulated in the myocardium, body's adaptation responses to anemia, impaired immune function and endothelial
dysfunction.

Cardiac MRI T2* is the main diagnostic tool that helps assess myocardial iron overload. Serum ferritin levels and hepatic iron levels measured
in liver biopsy samples don't reflect the iron concentration in the heart. An assessment of cardiac morphology and function by echocardiogram
is still clinically significant. However, when this procedure is performed, specific features of hemodynamics in patients with chronic anemia
should be taken into account. Moreover, this exam should be done at facilities experienced in working with patients with iron overload.

Keywords: cardiomyopathy, beta-thalassemia, iron overload.

anacceMuy — reTeporeHHas rpynna reHeTU4ecku obycnoBs-
JIEHHBIX 3a00/1€BaHUI, XapPaKTEPU3YIOLLMXCA KONMYECTBEH-
HbIM HapyLIeHWEeM CUHTE3a MOBUHOBLIX Lenel, pe3ynsTaTom
yero ABAAETCA 4YaCTUYHOE WAM MONHOE OTCYTCTBME MPOAYKLMM
HopmanbHoro Hb ¢ pa3BuTMeM XpOHWYeCKO! reMonuTUYecKon
aHemuu. Tunbl TanaccemMmn B 3aBUCMMOCTM OT MOPAXeEHHOM
MOOMHOBOM Lienu UMEIT HasBaHua o, B, y, & WA UX coyeTa-
HUsA. B-Tanaccemus GbiBaeT HOMbLION, NPOMEXYTOYHOR U ManoW
topmbl. bonbwas dopma (aHemus Kynn) ssnsetcs cambiM Taxe-
JIbIM BapUaHTOM 3a00/1€BaHMSA, NPU KOTOPOM NALMEHT HyXAaeTcs
B MOXW3HEHHOW perynspHoN 3amecTUTenbHOW Tepanuu 3puTpo-
LMTHO Maccoii. Mpu npomexyTouHoi opMe KNUHWUYeCKMe npo-
ABNEeHUs 60Ne3HU BbIpaXKEHbI B MeHbLUIEN CTeneHn U noTpebHoCTb
B 3aMeCTUTeNIbHbIX TPaHChy3naAx BO3HUKaeT peako. Manas dopma
B-Tanaccemmun xapaKTepu3yeTcs NIerkoit rMnOXPOMHOW MUKPO-
LMTapHoO aHeMuel, nossnaoLenca Ha GoHe UHTEPKYPPEHTHbIX
3aboneBaHnit U He Hyxaatoleics B koppekuum [1, 27, 33].
Tanaccemna BCTpeyaeTcs MNPEUMYILECTBEHHO B CTpaHax
CpenusemHomopckoro GacceitHa, Ha CpegHem Boctoke, B Hro-
BocTouHoit A3uu, toxHoi yacTu Tuxoro okeaHa u B HOxxHom Kutae,
yacToTa HocuTenei reHa 601e3Hu B nonynauuu — ot 2% A0 25%.

Ha tepputopun 6biBwero CCCP Tanaccemun Haubonee pacnpo-
cTpaHeHbl B AsepbaiifgaHe (B HEKOTOPbIX paitoHax HabnopatT
y 7-10% HaceneHus), [py3un, Apmennu, Ha CeBepHom Kaekase,
B pecny6nunkax CpegHeit Asuun. B cBsizu ¢ murpaymein HaceneHus
13 3HAEMUYHBIX PAiOHOB reMornoOMHONATUM PacnpPOCTPAHUNCH
B PeruoHax, rge paHee OHW KpailHe pefKO BCTpeYanucb cpeau
KopeHHbIx wuTeneit (B Poccum, CeBepHoit Amepuke, Espone
W 4p.), U CErofHs NpeAcTaBasioT mobanbHylo npobnemy obiie-
CTBEHHOTO 3[ypaBooxpaHeHus [1, 27].

Y nauueHToB c 6onblwoi opmoit B-Tanaccemuu notped-
HOCTb B 3aMeCTUTENbHbIX TPAHCHY3NAX IPUTPOLMUTHONM MacChl B
coyeTaHun ¢ HeadEKTUBHBIM IPUTPONOI3OM U MOBILEHHO
abcopbumeit xenesa B KT BegeT K reMocuAepo3y BHYTPEHHUX
OpraHos, BKMo4as cepaue. Mpu 3TOM XU3HEHHO HEobXoANMOW
CTAaHOBUTCA Tepanus Xenatopamu xenesa — BTOpoe mnocie
TpaHcdy3MOHHON Tepanuu HanpasaeHue B TeYeHUU TaKnUX 60/b-
Hbix [33]. TpaHcdy3um u xenatopHas Tepanusa 3HauMTeNbHO
VNVYLWKUAW BBIKUBAEMOCTb U CHU3UAW CMEPTHOCTb MaLWeHTOB
¢ 6onbwoit hopmoit B-tanaccemuu: B 60-e rogbl XX Beka 80%
Takux G0JbHbIX ymupanu Kk 16 rogam [19], B To BpeMms Kak
ceroaHa no kpaiHein mepe 80% 13 HUX LOXMBAIOT A0 BO3pacTa
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40 net 1 6onee [17]. IT0 yHUKANbHOE JOCTUKEHME, OfHAKO Kap-
LMONOrNYECKNE OCNOXHEHNUS MO-NPEeXHEMY ABAAIOTCA BeAyLei
NPUYUHON CMepPTU TPaHCHY3NOHHO-3aBUCUMbIX NALUEHTOB C
B-Tanaccemueit (okono 70% cny4yaes) [33]. AccounmnpoBaHHas
C neperpyskoii xeneszom kapauomuonarus (KMIM) npepcrasnser
€000 CUCTONMYECKYIO MW ANACTONUYECKYIO AUCHYHKLUIO MUO-
Kapfa B pe3ynbraTe OTI0XEHMA Xene3a B Ccepfle, He3aBUCMMo
oT fpyrux conytcTBylowmux npoueccos [30]. KM xapaktepu-
3yeTCsA HaNMYneM PecTpUKTUBHOW (OpPMbl C PaHHUM Pa3BUTUEM
AMACTONNYECKOW ANCHYHKLMM, KOTOPAs HEYKIOHHO NpOrpeccu-
pyeT, NpUBOAA B KOHEYHOI CTaaMm K aunataumonHoi KMIN [31].

XoTs B-Tanaccemus TPaAMUMOHHO cYMTaeTCs BonesHbio, CBS-
3aHHOII C Neperpy3Koii Xene3om, MexaHu3M nopaxeHus ceppua
npwu 3T0ii Natonorum ropasgo Gonee cnoxHeolii (puc. 1). Momumo
TOKCUYECKOro BO3LeiCTBUA U3BbITKA XeNe3a Ha MUOKapA, A0NoJ-
HUTENbHYIO Harpy3Ky Ha Cepaue [atoT MOBbIWEHWe CEepAeYHO-
ro BbIOPOCA, XapaKTepHoe [N XPOHUYECKOW aHeMUM, BbICOKas
BEpPOATHOCTb Pa3BUTUA MUONEPUKAPAUTA BCEACTBUE HAPYLIEHW
B MMMYHHOW CUCTEME, @ TaKXKe MOBbILWEHHAA NOCTHArpy3Ka, CBA-
3aHHas C NoBpeXAeHWEM apTepuanbHbiX cocynos [2, 26, 31, 36].

Mockonbky Hb oTBevaeT 3a TpaHCMOPT KUCNOPOA], ANS COXpa-
HEHUs 0ObeMa ero [OCTaBKM MPU XPOHUYECKON aHEMUU KOM-
NEHCATOPHO YBENNYMBAIOTCA CEPAEYHbINA BbIOPOC U CepaeyHblii
MHAEKC. YBenndyeHmne cepieyHoro nHaeKca o6bl4Ho AOCTUraeTcs
POCTOM KOHEYHO-AMacTonnyeckoro obbema, yaapHoro obbema
n YCC. Ina noppepKaHUAs HOPMANbHOTO CUCTEMHOTO AaBfeHMSA

Puc. 1. I[Tarodpusmororns KapAHOMUOIIATHH,
ACCOITMUPOBAHHOMN C TIEPEIPY3KOH KEAE3OM,
rpu B-rasaccemud ([23], ¢ m3MeHEHHAMHU]

Tanaccemuyeckue
CUHAPOMBI

|
Y v

HeaddekTnsHbIi XpoHuyeckas
3puTpOnoa3 remonuTuyecKas
+ aHemus
¥ v
[oBblWweHHas n MoBbienme
abcopbuus xenesa OBTOpHbI® B |
8 KT TpaHchy3um npeaHarpysku
o M36biTouHOE
~| HakonneHue xenesa
HacblweHune JHAOKpUHONATUY,
TpaHcheppuHa < - renaronarus,
xenesom 6onee 100% MMMyHOAEDULNT
MosBnexune
cBO6GOAHOTO, JHgoTennanbHas  |—
He CBA3aHHOro > AMNChYHKUNS <=
C TpaHcheppuHoM
xenesa
+ Meperpyska xenesom
>
HapyweHue | KapAMOMUOLMTOB
KanbL1eBblX KaHaNoB
L-tuna
+ OkcupaTuBHbI
HapyuweHue crpecc
TpaHCMopTa Kanbuma i
MospexnaeHue
HapyuweHue KapaAMOMMOLNTOB
npoueccos
B036yxAeHMsA/
COoKpaleHus
B MUOKapae
. [unchyHkumns <
> MuoKapaa <

B YCIOBUAX MOBbILEHHOTO CEPAEYHOr0 BbIGPOCA OPraHU3M CHU-
)KAET CUCTEMHYIO COCYAUCTYIO PE3UCTEHTHOCTb NyTEM AnaaTaLuum
nepudepuyecKnx apTepuii, 4To BELET K YMEHbLEHWIO ANACTONM-
yeckoro gasneHus [41]. B cootBeTcTBUM € 3aKoHOM CTapnuHra,
NPU CHUXEHUW NOCTHArpy3KU W YCUNEHUU MNPefHarpy3Ku
V NaLWNeHTOB C XPOHUYECKUMU aHEMUSMU OTMEYaIOT KOMNeEeHCa-
TOpPHOE MOBbIWEHME COKPaTUMOCTWU MuoKapAa (pocT dpakuum
Bbibpoca). OTMeueHo, YTO NpU aHeMUAX YBENUYEHWE YAAPHOTO
BbiOpOCa B MOKOE MPOUCXOAUT NpU KoHueHTpauuu Hb Huxke
90 r/n [12]. B 70 e Bpems y NaLuMeHTOB C B-Tanaccemuen gaxe
npu afeKBaTHOM TpaHC(Y3MOHHON Tepanun Co CPefHUM Npea-
TpaHcdy3noHHbIM coaepxaHuem Hb 6onee 95 r/n, ¢ xopoueit
cynpeccueil CBEPXaKTUBHOCTU KOCTHOTO MO3ra M CO CPeAHUM
conepxanuem Hb mexpy TpaHcdysuamu 113 r/n go Hekoto-
poil cTeneHU yBenW4YMBANCA CepAevHblii BbIGPOC (CepaeyHblii
MHaeKc — 4,3 + 0,9 n/m? npu B-Tanaccemun u 3,9 + 0,8 n/m?
y 340poBbIX Aob6poBoONbLEB, p < 0,01) [3].

Jliobas cepbe3Has MH(EKLMA MOXET CNpOBOLMPOBATbL Nopa-
XeHUe cepaua, 0cOOEHHO NPU HAMUYUK LYol COMyTCTBYIOWEN
KapananbHoi nartonoruu. MOCKONbKY MMMyHHas COCTOATENb-
HOCTb NpU B-Tanaccemuu HapyLleHa [24, 25, 29], nauneHTsl 6onee
YyBCTBUTENbHBI K MH(EKLMAM — KaK BUPYCHbIM, TaK M 6akTe-
puansHbiM. Kpome Toro, Takue 6akTepuu-cupepotopsl, Kak
Yersinia wn Klebsiella, ncnonb3yloT xeneso AAS Pa3MHOXEHUS
1 XOPOLIO PacTyT B OPraHW3Me NaLWeHTOB C NeperpysKon xene-
30Mm [25, 29]. B npownom y 6onbHbIX B-Tanaccemueit ¢ HefocTa-
TOYHOI xenaumeit unu 6e3 TakoBoil nepukapauT Habnopanu B
50% cny4aes [19], B TO BpeMs Kak ceityac npu UCNoib30BaHUN
XeNaTopHOI Tepanuu OH BCTpeyaetcs pedko (B 5% cnyyaes) [3].

B nocnegHee Bpems Ha OCHOBAHMM KNUHWYECKUX, (PYHK-
LLMOHANbHBIX M AHATOMUYECKUX UCCNEA0BAHNI 0OHAPYKEHO, 4TO
B Pa3BUTUM CepAeYHON ANCPYHKLMM Npu B-TanacceMun Takxe
UrpaeT posib CUCTEMHOE NOpaXeHue apTepuansHoro pycna [16].
MpepnonaratoT, YTO NOBPEXAEHME 31aCTUYECKON TKAaHU apTepuit
1 nponudepaLus IHLOTENUA BO3HUKAKT BCIELCTBUE CHUXEHUSA
6MO[0CTYMHOCTM OKCMAA a30Ta M3-33 XPOHUYECKOTO remMonun3a,
a TaKXe B pe3ysbTate HEMOCPeCTBEHHOMO BO3AECTBUA NOBbI-
LWeHHOI KOHLEeHTpauumu nabunsHoro xenesa B nnasme [23].

Tokcnyeckoe BO3JeNCTBME XKene3a MOXKeT KOCBEHHO Hapy-
warb (YHKLWIO CepALa, Bbi3biBas MOBPEXAEHWe pYyrux opra-
HOB, B YaCTHOCTM MpW pa3BUTUW TFUNOTUPEO3a M CaxapHOro
gnabeta [2]. TMNOTUPEO3 MOXET CTaTb NPUYMHOI nepukap-
LWANbHOTO BbINOTA, CHUXEeHWUs dyHKkuun JIK, Gpaaukappum
M MOBLIWEHNS PE3UCTEHTHOCTU Nepudepuyeckux COCyRoB.
NHcynMHO3aBUCUMBIN CaxapHblil AMabeT accouumpyeTcs ¢ nosB-
NleHneM cepLieyuHoit AuchyHKLUM U NopaXeHneM COCYROB.

B cepaue xene3o OTKNafbiBaeTcA Kak B KapAMOMUOLMTAX
BCEX OTAENOB CepALa, Tak U B NPOBOAALLEN cuCTeMe, BKNOYas
CMHOATPUANbHLIA WU aTPUMOBEHTPUKYNAPHbIKA y3nbl [13]. B cBo-
6oaHoit cTeHke JIXK xene3o HakanIMBaeTcs NpeuMyLleCTBEHHO
B 3MUKapAWabHbIX CNIOSAX, B MEHbLUE CTENEHN — B IHAOKApAe
u cpepHem cnoe [14]. C anukapaa OTNOXKEHUA Kenesa pacnpo-
CTPaHAITCA Ha nepuKapp, YBeNMYMBas PUCK BO3HWKHOBEHUSA
nepuKapAuTa, KOTOPbI MOXKET MUMEeTb KOMMOHEHT CMPOBOLMPO-
BAHHOTO }ene3oM XMMuU4yeckoro socnanenus. OHW Takxe moryT
NpUBOAUTL K pnBPO3y nepukapaa (Kak npu HaNUumMmu BUPYCHOTO
MWOKapAMTa, Tak u 6e3 Hero). [ucTonornyeckn npu neperpys-
Ke Xenesom ob6HapyXuBaloT runepTpoduio MUOLMUTOB C MHO-
)KECTBEHHbIMU OTNIOXKEHUAMU KOPUYHEBOTO TPaHYIMPOBAHHOIO
BellecTBa — Xefe3a — B LMTONNA3Me KapaMoMmoumnTos [2].

KnuHuyeckne nposBneHus nopaxeHus cepaua npu B-ta-
nacceMmnm — ceppeyHas HefoCTaTOYHOCTb, apuUTMUN WU MMO-
nepukapgut [2, 22, 27, 33]. lposBneHusa Mmuonepukapauta
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U apuTMUil HecneunduyHbl, CUMNTOMbI Y HUX TaKue e, Kak
u B o6wwei nonynauuu. LeGT MOXKET ObiTb BHE3AMHbIM, UHO-
rAa accouMMpoBaHHbIM C WHGbeKUMen. Y HeKOTOpbIX nauueH-
TOB Haya/ibHble MPOABJEHNA — CUMMTOMbI JIEBOXENYA0UYKOBON
HefoCTaTOYHOCTU: OAbIWKA, Kallenb, NOBbIWEHHAA yToMnse-
MOCTb, COMPOBOXAAKOWAACA XpUNaMM W PUTMOM rajsona npw
ayCKynbTaluMy OpPraHoB rpyfHON KNeTKW, — HO cnepyeT 3ame-
TUTb, YTO Y GONBLWMHCTBA GONbHBIX NOABAAIOTCA CUMNTOMbI Npa-
BOXKENYA0YKOBOI HeOCTaTOYHOCTH. MaLueHTsl YacTo nonagatoT
B KIIMHUKY C BbIPAXKEHHOMN YTOMNSAEMOCTbIO U GONISAMU B XKMBOTE,
KOTOpble CBA3aHbl C yBeNMYeHWEM nedyeHn. Bo3moxeH Kawenb
6€e3 [MCMHO3. 3TW NPU3HAKM MOXKHO HEBEPHO MCTO/KOBATb KaK
He UMeloLMe OTHOWeHUs K 3abonesaHuio cepaua [33].

Bbi3BaHHOE ene3oM TOKCMYecKoe nopaxeHue cepala 4yacto
NposBNAETCA apUTMUAMU: Y NALUEHTOB C B-Tanaccemuen BCTpe-
4alTCA NpeacepaHble WAW KenyaouyKoBble 3KCTPAcUCToNuu,
napokcu3manbHas npeacepAHas Taxukapaus, Gubpuanayus
npencepanin. XusHeyrpoxaiwowas XenyaouykoBasa TaxMKapaus
BCTPEYAETCA PefKO M 4acTo aCCOLMMPYETCA CO CHUXEeHMeM
tyHkunu JIXK. KpatkoBpemeHHas Hecneuuduyeckas xenypouy-
KOBas TaxMKapaWs — [OBONbHO PAcNpOCTPaHEHHOe ABNeHWe
npu NOBbIWEHUN COAEPKaHusA Xene3a B cepaue. [peacepaHbie
apuTMum BcTpeyatoTcs pexke. OHKM TAXKeNee KNIMHNYECKN U CNOXK-
Hee NoAAATCA IeYEHUI0, HO MeHee crneuudUYHbI KaK nposBe-
HWUA TOKCUYHOCTU xene3a. HekoTopble 13 3TUX apuUTMUii TaKxe
MOTYT ObITb MYCKOBbIMKM MEXaHW3MaMU Pa3BUTUS 3aCTOMHOM
CepAeyHol HefloCTaTOMHOCTU UM CHUKEHUA DYHKUMKM cepaua
y NauyMeHToB ¢ B-Tanaccemueit 6e3 npealwecTyOLER LUCHYHK-
umu NIXK [2, 22].

CeppeyHas He[OCTaTOYHOCTb MOMET BO3HUKHYTb B /10O6OM
BO3pacTe HauuHas ¢ 10 neT, HO Npu afeKBaTHOM NeyeHnm PB-Ta-
NlacceMmn oHa 0ObIYHO MOABNAETCA B TPETbeil UNU YeTBepToi
nekage Xu3Hu [3]. Mpn KNMHUYECKUX NPOABNEHUAX CEpAEeYHON
HELOCTaTOYHOCTU NPOrHo3 HeGnaronpusTeH. Tanaccemuyeckas
KMM MmoxeT ObiTb 06paTMMa NpU CBOEBPEMEHHON WHTEHCH-
dhuKaummu xenatopHoit Tepanun [20], HO paHHAA AMATHOCTUKA
KMI cywecTByoWwWMMU TPagULMOHHBIMU METOAAMU HEeAoCTa-
TOYHO ycnewHa. Cuctonuyeckas u auactonnyeckas QyHKUUM
MUOKapAa Y NauMeHTOB C NOCTTPAHC(Y3MOHHON neperpysKom
XenesoMm, u3mMepsemble TPAAULMUOHHLIMW METOAaMM, OCTatTCA
COXpaHHbIMK BNOTb A0 UHANbHbIX CTapuit 6onesHu. Mpuyem
Nporpeccus OT JIerKUX OTKJIOHEHMUI 3X0oKapauorpadmyeckunx
nokasateseil [0 MOJHMEHOCHOro pa3BUTUA CEepLeYHON Hepfo-
CTaTOYHOCTM YACTO NPOUCXOZMUT ObICTPO U HEYKNOHHO [31, 33].

MNoBcemecTHO ANA NPOrHO3MPOBAHWA MOPAXeHMA cepaua
)KeNe3oM OnupaloTcs Ha TPALULUMOHHbI BUOXUMUYECKMIT Napa-
MeTp — cofepxaHue deppuTvHa B CbiBOPOTKe Kposu. lMpw
XenaTopHoi Tepanuu OHO, Kak MpaBKio, CYLLECTBEHHO CHUXa-
etca. Wcnonb3oBaHue heppuTuHA CbIBOPOTKM Kak Mokasarens
neperpysku >Kene3oM OrpaHUMuYuMBaeTCs TeM, YTo 3To GenoK
0CTPOM ha3bl M Ha ero KOHLEHTpauuio B CbIBOPOTKE BAUSET
MHOXECTBO (haKTOPOB: BOCMANEHWE, NMXOpPafKa, O0Ne3HN neve-
HU, MHbeKUUM, remonus, AedULUT acKOPOMHOBOW KUCNOTbI.
MokasaHo, 4To cofepxaHue GeppuUTUHA CbIBOPOTKU MOXKET ObITb
BbICOKMM [aXe A0 MOBLILEHWUS OTIOXKEHWI Kene3a B OpraHax
u TKaHsax [15]. C ppyroit CTOPOHbI, MHTEHCUBHAsA XenaTopHas
Tepanus y MauMeHTOB C BbIpaXKeHHON Meperpy3Koil Xenesom
CNocobHa CHU3UTb KOHLUEHTpauuio (eppuTUHa B CbIBOPOTKE
KPOBU, B TO BPeMs KaK yPOBEHb Xefe3a B TKaHsX, 0COOEHHO
B CEpALE, OCTAaHeTCs MOBbIWEHHbIM [7].

KoHueHTpaLus Kenesa B neyeHu no AaHHbIM Guoncuu Ao
He[aBHEero BpeMeHM CYnTanach «3010TbIM CTAaHAAPTOM» MPAMOTo
onpegeneHus obwWKx 3anacos Xxenesa B opraHusme [8], a Takxe

6onee JOCTOBEPHBIM MO CPABHEHMIO C KOHLEHTpaLmeit hepputu-
Ha CbIBOPOTKU MHAMKATOPOM pUCKA CEpAeYHOM 3ab60neBaeMocTu
u cmepti. OfHaKo 6onee No3gHWe UCCNE[OBaHUS, B TOM YuCie
¢ ucnonb3oBaHuem MPT cepgua B pexume T2*, nokasanm oTcyT-
CTBME CTAaTUCTUYECKM 3HAYMMOW CBA3M MeXAY KOHLEHTpaLuamu
Xenesa B MEYEHW U cepaue M MPOrHOCTUYECKOW LEeHHOCTM
onpefeneHns KOHLEHTPaLMKM Xene3a B NeYeHW ANA OLEeHKU
cocTosHus cepaua [5, 6, 37]. Takum o6pasom, Ucnonb3oBaHue
KOHLLEHTpaLMK ene3a B nevyeHu Kak hakTopa, onpefenstolero
nopaxeHue cepaLa, 0ka3anoch OWM60YHbIM. TeMnbl HAKONIEHUS
Xenesa B neyeHu v cepile pasinyHel, a c nomolbio MPT yganock
YCTaHOBWTb, YTO TEMMbI OYULLEHMA OT XKene3a Npu UHTeHCUuKa-
LN XenaTopHO Tepanum B 3TUX ABYX OpPraHax 3HaynTenbHO pas-
JMYaloTca: neyeHb oTBevaeT BbicTpee [7]. K Tomy e 6uoncus
ABNAETCA MHBA3MBHOW NPOLELYPON U HE MOXET UCMO/b30BaThCA
MHOFOKpaTHO Anf nochepytouiero HabnogeHns.

Hatpuitypetuyeckuit nentug tuna B (BNP) u koHuesoit
npoHatpuitypetuyeckunit nentua (NT-proBNP) — Hecneuucu-
Yeckue MapKepbl Neperpysku cepaLa 06beMoM UK AaBNEHUEM.
KoHueHTpauma BNP B nna3me KpoBuM noBbIlWaeTca y NaLMeHToB
C 0YeBMAHOW AMCOYHKUMEN cephua, HO ero copepxaHue He
OTpaXaeT TAKECTN CepLeyHoit HegoctaTtouHocTu [4]. CBeperus
0 3HauumocTun onpegeneHus yposHein BNP n NT-proBNP y naum-
€HTOB C [-Tanaccemueil NpoTUBOPEYMBLI: HEKOTOPble McChe-
LOBaTeNn OOHapyXWUIW CBA3b MEeXAY KoHueHTpauuein BNP,
paHHUMW MPOABNEHUAMU AMACTONUYECKON U CUCTONWNYECKOI
ONCOYHKUMA 1 copepxaHuem (eppuTUHA B CbIBOPOTKE KPOBM
[28], B TO Bpems Kak Apyrue aBTOpbl TaKOW CBA3M He BbIABUIM
1 CYUTAIOT, 4TO MPOrHOCTUYECKON LLEHHOCTU Y U3MEPeHUs ypoB-
Hei BNP u NT-proBNP pna onpepenenus neperpy3ku cepaua
)enesom Het [11].

PeHTreHorpadus rpyaHoii KneTku no3BonsieT 06HapYXUTb
KapLMOMeranuio, BO3HUKAILWYK BCNeLCTBUE TUNepAUHaMuye-
CKOro KpoBooOpalyeHus, a B Cly4asx COMyTCTBYIOLEN EroYHoi
TUNepPTeH3UN — 3aCTONHbIE ABJEHUA B NIETKUX U MAEBPaNbHbIN
BbINOT [33].

IKT npu B-Tanaccemuu pefko GbiBaeT B HOPMe: y NALUEHTOB
6e3 cepAeyHON HEeLOCTaTOYHOCTU W3MEHEHUs 0BHApyXMBaOT
B 46% cnyyaeB [34], npu ee HanMYMM — NPAKTUYECKU Y BCEX
60nbHbIX. YacTo BCTpeyatoTcs Wupokuii komnnekc QRS ¢ HU3KUM
BOJIbTAXKOM, MHBepcusa 3ybua T, Hecneuuduyeckue U3MeHeHUs
uutepsana ST-T, npu3Haku runeptpodun JIXK, 3amepnerue
aTPUOBEHTPUKYNAPHOTO NPOBefeHUs Unu aputmMum [2].

JHpoMuOKapaManbHas OMONCUS He ABASETCA PYTUHHbLIM
METO/IOM OLieHKW COAepIKaHuaA xenes3a, 0HaKO MOXKET UCNOofb-
30BaTbCA ANA TOYHOrO OnNpefefieHUs  OTNOXEHUA Xene3a B
TKaHAX MWOKAapAa C AeTanbHbIM TUCTONOrMYECKMM aHannu3oMm
nopaxeHus opraHa-muwenu [32]. Xeneso oTknapbiBaercs
B Pa3HbIX OTAENAX MUOKAPA], HO 6onblie BCEro B 3NMKapae, YTo
OrpaHWM4yMBaeT BO3MOXHOCTU 3HAOMUOKApPAMANbHOM Guoncuu
B KNMHMYeCKOI AnarHoctuke [13, 32].

B nocnepHue rofbl Ny4wnmM HEMHBA3UBHLIM METOLOM OLLEHKM
cofepxaHua xenesa B MMokapge cuutatoT MPT ceppua B pexu-
Me T2* [21, 22]. OH Gonee YyBCTBUTENIEH, YEM KNacCUyeckue
MPT-metopbl (T2, SIR), u no3sonsieT BbIABUTL AdXe OTHOCU-
TeNbHO HeOOMblYI KOHLEHTPALMIO Xene3a B MUOKaphe elle
LO NOSABNEHUA HapyleHWU cTpoeHus n dyHKuMn ceppua [21].
MPT-ckaHepbl co3aalT M306pakeHWe opraHa Ha OCHOBaHWUU
CWTHana, nosefeHMe KOTOPOro 3aBUCWT, MOMUMO NPOYero, OT
KOHL,eHTpaL/Mu Xxenesa B TkaHu. B opraHe 6e3 oTnoxeHnit xene-
3@ 3TW CUTHaNbl TOMOTEHHbI U penakcauus (yracaHue curHanos)
ANUTCS [ONblUe, NPU 3TOM U306paXeHne opraHa 0CTaeTcs CBET-
NbIM. B opraHe c 0Tn0oXeHMAMM xene3a napaMarHuTHbIA 3 dekT
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enesa cnoco6CTBYET U3MEHEHUSAM UHTEHCUBHOCTU UM BOCNPU-
MMYMBOCTM MArHUTHO-PE30HAHCHOTO CUrHanNa, NMpu 3TOM BpeMs
penakcauum yKkopaumBaertcs, n3obpaxeHue ObICTpee CTaHOBUT-
cs TeMHbIM [22]. T2* — Bpems (Mc), He06X0AMMOE OpraHy ans
noTepu NpUMEpHO [BYX TPeTen curHana. T2* ymeHbluaerca npu
MOBbIWEHNM KOHLEHTPALMK Kene3a, T. €. YeM MeHblle ero 3Ha-
YeHMe, TeM Bbllle KOHLEHTPALWA xene3a B TKaHAX. HekoTopble
“ccnepoBaTeny MCNoAb3yIOT NoKasatenb yracaHus curHana R2
(R2 =1,000/T2), o6paTHbIit Noka3atento T2*, KOTOpbIiA U3Meps-
etca B Iy unun ¢* [5, 14]. YcTaHoBEHa XOpollas BOCMPOU3BOLM-
MOCTb Pe3yNbTaTOB METOAA B Pa3HbIX YUPEXAEHUAX U HA Pa3HbIX
annaparax [40], n wuccnegoanue T2* MPT ceppua ceropHs
NpU3HaHO Hanbonee TOUHbIM METOAOM ONpPEAENeHUs OTNOXEHUS
enesa B Cepple, KOPpeaupyolwmuM ¢ XUMUYECKUMN U3Mepe-
HUAMU NpWU NOCMEpTHbIX Ouoncuax ceppua [14]. MokasaHo,
yto T2* MWOKapAa He 3aBUCUT OT KOHLEeHTpauuu depputuHa
B CbIBOPOTKE KPOBM W KOHLEHTpaLWM ene3a B nedyenu [6]
(puc. 2). CornacHo MHOrOYUCNEHHbIM UCCNEA0BAHUAM, NALUEH-
TOB ¢ T2* > 25 MC paCLeHMBAKT KaK He UMEILNX OTI0XEHUA
xenesa B cepaue; ¢ T2* ot 10 go 20 MC — KaK uMelLWmx
HeboNblUMe WMNU YMEPEHHbIE OTIIOXEHUA Xene3a B cepaue
1 PUCK CepAeYHON AeKOMNeHCaLuun cpeaHeii ctenenn; ¢ T2* <
10 MC — KaK MMeILWNX 3HaYUTeNnbHble OTNOXEHWUS Xenesa B
CepfLie M BbICOKUIT pUCK CepAeyvHoil fekomneHcauum [22, 27].
Hepoctatkn MPT — BbicOKasi CTOMMOCTb, GONbLIME BPEMEH-
Hble 3aTpaTbl, HEBO3MOXHOCTb WCMONb30BaHMS Y NaLMEHTOB C
BOAMTENAMU PUTMA, AeUOPUANATOPAMU N UMNNAHTUPOBAHHBIMM
MeTaIIMYECKUMM YCTPOMCTBAMMY, A TAKXKE Y UL, CTPAfaloLWMX Kna-
ycTpodobueit, otcyTcTBMe 06wenocTynHocTu [2]. Heobxogumo
OTMeTUTb, YTO [N onpegeneHus T2* HeOOXOAUMO AONOJHM-
TeNIbHOe MporpaMmMHoe obecneyeHue K Tomorpady u Tpebyetcs
o6y4eHue cneyunanucta. Cnefyet TakKe yUUTBIBATh, YTO HA Cerof-
HAWHWIA AeHb PeKOMeHayeMble nokasarenu T2* ycTaHoBNEeHbI AN
TomorpacoB MowHocTbo 1,5 T. iccnenoBaHus oLEHKW neperpys-
K YKene3oMm pasnMyHbiX OpraHoB Ha ToMorpadax MowWHocTbio 3 T
MPOBOAAT, HO OMbIT KNMHWYECKOTO NPUMEHEHUs 3TUX annapaTtoB
ele oyeHb man. W3BecTHo, 4To 3HayeHus T2* Ha Tomorpadax
MOWHOCTbIO 3 T MeHblLUE, YeM Ha annaparax MowHocTbio 1,5 T[33].
TpaHcTopakanbHasa 3Ixo-KI — wnpoko pacnpocTpaHeHHoe
1 OTHOCWTENbHO HEeAOopOroe UCCNefoBaHWe, No3BoAaslLLee OLe-
HUTb He TObKO CTPOEHME CepPALA, HO U €ro CUCTONNYECKYIO U Ana-
CTOANYECKYI0 DYHKLMWM, AaBNEHUE B IGTOYHOI apTepum, COCTOAHME
KnanaHoB u nepukappa. [pu aHanuse napametpos Ixo-KI y nauym-
€HTOB C B-Tanaccemueit HEOOXOAMMO YYMTHIBATH OCOOEHHOCTU
reMOAMHAMUKM NPKU XPOHWUYECKOW aHeMuun. B yactHocTH, aHemus

Puc. 2. MarauTHO-pe3OHAHCHAS TOMOIPAMMA
B pexkume T2*) mBeTHOE KapTUPOBAHUE
COACP/KAHUSA JKEAE3A B TKAHAX: /A — BEICOKOE
COAEP/KAHHE 7KEAE32 B IIEUeHH (CTPEAKA)

y marmeHTa ¢ 3-raaaccemueii; b — ymepennoe
COAEPIKAHUE KEAE3A B CEPALIE (CTPEAKA)

4y marmenTa ¢ 3-raaaccemmert

accouMMpyeTca C KOMMEHCATOPHbIM YBENUYEHWEM CEPAEYHOrOo
BbIOPOCa, B CBA3M C YeM hpakums Beibpoca JIXK y Takux nauueHToB
[OJKHA ObITh Bbile HOPMbl. BONbHBIM C aHEMWMell 1 Tanaccemueit
peKoMeH[0BaH Mokasateib HOpManbHOM dpakuun BeiGpoca JIXK
6onee 60%, B TO BPeMs Kak y 3L0POBbIX JilOfeN OH COCTABASET
6onee 50% [39]. Takum 0O6pa3oM, 3aK/0YEHNE C KHOPMANbHBIMUY
noKasarensimu cucTonnyeckon GyHKLWK, BbiAaHHOE Bpayom Y3H,
He MMelLKUM onbiTa paboTel C NOAOOHBIMU NALUEHTAMU, MOXKET
BBECTY B 3a0NyKAEHWe HEOMBITHOTO KNMHKULMCTa [38].

Kpome Toro, cepaeyHo-cocynucTbie KOMNEHCaTopHble Mexa-
HU3Mbl MPU XPOHUYECKOW aHEMUU CMOCOBCTBYIOT (hOopMUPOBa-
HWIO TUNepAMHAMNYECKOro TUNa LMpKyNALMK, NOITOMY YBENU-
YyeHue CKOpoCTell BHYTPUCEPAEYHOr0 KPOBOTOKA MOXET OTpa-
aTb HOPManbHbI U3NONOrNYECKMit OTBET, @ He MaTonormye-
CKWe U3MeHeHUs BCIeLCTBME CTEHO3a KlanaHoB (B YaCTHOCTH,
B JIETOYHOM KpoBoTOKe) [38, 39].

Mpu B-Tanaccemmm nokasatenum CUCTONMYECKON (yHKLMK,
KaK NpaBuNo, He U3MEHAIOTCA B TEYEHWE [JIUTENbHOTO BPEMEHMU.
HapyweHus cuctonuyeckoi dyHkuum JIXK ctaHoBsaTCA oveBug-
HbIMU, KOTALA B MMOKapAe YXKe UMeloTCA 3HaUYUTeNbHbIe OTIOXe-
Hua xenesa [39]. mactonuueckas puchyHKLMA pa3BuBaeTcs
paHblie, YeM CUCTONMYECKas, MPUYEM Ha MO3[HUX CTafMAax
3a60/1eBaHNA OHa CTAHOBUTCS PeCcTpUKTUBHOI [31, 39]. OgHako
nccnefoBaHne TPaAULMOHHbLIX AWACTONMYECKUX MNOKasateneit
y NauueHToB C B-Tanaccemuei [eMOHCTPUPYeT NpOTUBOPeYy-
Bbl€ pe3y/bTaThl, NOCKOJbKY 3TV NOKa3aTenu 3aBUCAT OT 06beM-
Hbix ycnosmii u YCC [10, 35].

HoBaa TexHonorus oueHku QYHKUMKM cepiua — TKaHeBas
ponneporpacdua (TO) — no3soaseT nonyuntb WMHGOPMALUIO
0 JIOKaNbHOM [IBUXEHUN CTEHOK CepAla v ero CKopocTy, pasnu-
YUTb NACCUBHbIE U aKTUBHBIE [BUKEHWA U NyYlle onucatb peru-
oHanbHylo dyHKLMI0 MMoKkapaa [39]. Mokasatenu Tl B meHbLweit
CTeneHu, YeM TPAAMLMOHHbIE IX0KapAuorpaduyeckme nokasare-
W, 3aBUCAT OT NEperpy3ku oo6bemom u gasneHnem. Knuuuyeckoe
npumeHeHue metogos T[l TONbKO pa3BMBAETCSA, HO yxe onyGau-
KOBaHbl NepBble pe3ynbTaTbl UCCIEA0BaHMUIA, B TOM YMCAe Pe3yb-
TaTbl eyeHus nauueHTos c B-tanaccemmeit. Otmevatot, yto T[
NO3BONAET BbIABUTb PETMOHAbHYIO CUCTONMYECKYIO U [1aCTONN-
YecKylo AUCPHYHKLUMIO MMOKapAa Npu B-TanaccemMuu, B TOM Ynucie
1y AeTel, paHblue, YeM TPAAULMOHHbIE YNbTPa3ByKOBble METOAI
[9, 10]. OpHaKo B HEKOTOPBIX UCCNEAOBAHUSAX He BblI0 0OHapy-
XeHo npeumylecTts T[] nepes TpaguLMOHHBIMU [LONIEPOBCKUMU
nokasarensmu [18], B CBA3M C 4YeM He0OXOAMMO AanbHeMlee
n3yyenune mecta T[l B KNMHUYECKOW NpaKTUKe.

3AKNIOYEHUE

CeppieyHas HepoOCTAaTOYHOCTb, BO3HMKAKOLWASA B MEpBY 0Oyve-
pefb B pe3ynbTaTe OTNIOXEHUs Xene3a B MUOKApAE, ABNAETCS
OCHOBHOW NPUYMHON CMepTU MaALMEHTOB C [B-Tanaccemueit.
JlononHuTenbHylo Harpy3ky Ha cepple AAl0T afanTaLus K ycio-
BUAM aHEMUU, @ TaKKE HapyLIeHNe UMMYHHOIO CTaTyca M 3H[O-
TennanbHas AUChyYHKLMA.

Kapavnomuonatus npu B-tanacceMun pautenbHoe Bpems npo-
TeKaeT 6eccuMnToMHO. KNHWYecK1e CMNTOMbI NOABASIOTCS, KakK
NpaBuno, yiKe Ha MUHaNbHBIX CTaauax 6ones3Hu. B caA3n ¢ 3Tum
0c060€e 3HaueHNe UMEIOT PaHHee BbIABIEHNE NMOPAXEHNA cepaua
1 CBOEBPEMEHHAA MHTEHCU(UKALMA XeNaTOPHO Tepanuu.

Ha cerofHAWHUA JAeHb OCHOBHLIM METOAOM, NMO3BOJAKLLNUM
OLLeHUTb KOHLIEHTpaLMIO ene3a B Muokapge, asnaerca MPT cepg-
ua B pexkume T2*. CopepaHve (eppuTMHA B CbIBOPOTKE KPOBM
M Kenesa B TKaHM MeYeHW No AaHHbIM BUOMCUM He OTpakaer
KOHLeHTpaumio xenesa B TkaHu cepgua. Ixo-KI no-npexHemy
MMEET KIMHUYECKOE 3HAYeHWe 1S BbIABNEHWUS U AUHAMWUYECKOTO
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HabNOfeHNA OTKNOHEHWA B Mopdonorun U dyHKLMKM cepaua,

OfQHAKO OHa AO0JIXXHA BbINOJIHATLCA B LEHTPaX, rAe yXe nMeetcs
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BnunaHue BHewHUX paKTOpoOB Ha pa3BuTue
HeMpo62acTOMbI Y feTel NepBOro roaa XU3Hu

. M. MydtaxoBa, [I. 0. KauaHos, JI. JI. MaHkpatbeBa, T. B. lWamaHckasn, . A. HoBuukosa, C. P. BapgonomeeBa
PedepanbHbill HaY4YHO-KAUHUYeCKUl yeHmp 0emcKoli 2eMamoioeul, OHKOI02UU U UMMyHo02uU uMeHu [mumpus Poeayésa, 2. Mocksa

Llenb nccnepoBaHua: n3yyeHne BAMAHWUA Npe-, NOCTHATANbHbIX U POAUTENbCKUX (PAKTOPOB, BK/IIOYAA aKyLWepPCKUA aHaMHe3, Ha pa3BuTue
HeilpoGnacTombl y ieTell NepBOro rofa Xu3Hu, noayyaswux obcnegosaHue u neverne B PrbY «PepepanbHblii HAYYHO-KNUMHUYECKUI LLEHTP
LOEeTCKOW rematonoruu, OHKONOrMn U UMMyHONOrUK nMeHn Omutpus Porayésax.

Nln3aiiH: HabnlopaTeNbHOe PETPOCNEKTUBHOE UCCAe[0BaHME.

Martepuanbl u MeTopbl. TpoBefeH aHanu3 AUTEpaTypHbIX UCTOYHUKOB MO aHHOK npobneme. OnucaHbl cyyan BbIABNEHUS FEHETUYECKUX
CUHLPOMOB Y Ha3BaHHOW KOTOPTbl GOMbHbIX.

M3yyeHa yacToTa BCTPeYaeMOCTH BPOXKAEHHbBIX NOPOKOB Pa3BUTMA, BKIIOYAA MUHWUMaNbHble aHOManNK pa3BuTua cepaua, y 80 feteit nepsoro
roAa Xu3sHu.

PesynbTarbl. [loka3aHo, YTO B OTHOLWEHUN [eTel, POXKAEHHbIX C ONPEeNeHHbIMIN XapaKTePUCTUKAMK, HEOOXOAMMO MHTEHCUDULUPOBATL PEXU-
Mbl JUHAMUYECKOrO HAGIOAEHUS, B TOM Ynucne NPpOBOAUTL Y3M-MOHUTOPUHT 2—4 pa3a B rof Ha NPOTSXKEHUW NEPBLIX NIET XKU3HW [O MOMEHTA
OKOHYaTeNbHOTO (hOPMUPOBAHMSA CMMNATUYeCKUX raHmueB. K 3Toit rpynne Mbl OTHECAN AeTeld, POXAEHHbIX C Maccoli Tena 4 Kr 1 6onee, Hesa-
BMCMMO OT CPOKa rectauuu.

3akntoueHue. MpoBefeHHOe UcCneoBaHNe NOATBEPXKAAET Lenecoo6pasHoCTb U HEOOXO[MMOCTb OLEHKM aHTPOMOMETPUYECKNX NoKa3aTenei
HOBOPOX/EHHbIX A€TEil, @ UMEHHO MacChl Tela NpU POXKAEHUN C YYETOM recTallMOHHOrO BO3pacTa, A BbIABAEHUsA rpynmnbl pUCKa, Tpebytowei
NeaMaTpuyeckoro MOHUTOPUHIA B TeYeHMe NepPBbIX NET XKNU3HW, @ TaKKe 3HAYMMOCTb Boslee TILATeNbHOTO HAaBNIAeHNS 33 AETbMU, UMEIOLWUMU
BPOXAEHHbIE reHeTUYeCKne CUHAPOMBI.

Kntoyessble cnosa: HeilpobnactToma, feTH, HOBOPOXAEHHbIE, MOPOKU PA3BUTUS, FTEHETUYECKUE CUHLPOMI.

Effects of Extrinsic Factors on Development of Neuroblastoma
in Babies During First Year of Life

G. M. Muftakhova, D. Yu. Katchanov, L. L. Pankratieva, T. V. Shamanskaya, G. A. Novichkova, S. R. Varfolomeeva

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Study Objective: To study the effects of prenatal, postnatal and parent-related factors, including obstetrical history, on the development of
neuroblastoma in babies during their first year of life. These infants were hospitalized in Dmitry Rogachyov Federal Scientific and Clinical
Center for Pediatric Hematology, Oncology and Immunology for examination and treatment.

Study Design: This was an observational retrospective study.

Materials and Methods: The authors analyzed published materials related to this issue. They also reported some cases of genetic syndromes
in this patient population.

In addition, they studied the frequency of congenital anomalies, including minor cardiac malformations, in a group of 80 babies younger
than one year.

Study Results: The study showed that babies with specific characteristics at birth require more intensive follow-up, including follow-up
ultrasound (2 to 4 times a year during the first years of life until sympathetic ganglia are fully developed). In the authors' opinion, this group
includes babies with birth weight of 4 kg or more, irrespective of the gestational age.

Conclusion: This study proved the need to assess anthropometric measurements in newborns and provided evidence that this is an
appropriate measure. This includes measurement of birth weight, with gestational age taken into account, which helps identify a risk group
that requires pediatric follow-up during the first years of life. The study also confirmed the importance of more intensive follow-up for babies
with inherited genetic syndromes.

Keywords: neuroblastoma, babies, newborns, congenital anomalies, genetic syndromes.

eitpobnactoma (Hb) — 3n0KayecTBeHHas onyxonb CUM-
naTUyecKoit HEPBHOW CUCTEMBI, NPOMUCXOAALAA U3 KIETOK
HepBHOTO rpeGHsA. 3T0 IMOPUOHaNbLHAsA OMyXoJb C KpailHe
pa3Hoo6pa3HbIM 6UOJOrMYECKUM NOBEJEHNEM, YTO KIIMHUYECKM
NPOABNAETCA LWNPOKUM [Mana3oHOM TeyeHUs 3aboneBaHMA:
OT CrMOHTAHHOI perpeccuu onyxonu fo ynbMUHAHTHON ony-
X0J1€BOW nmporpeccuu u cmeptu. lNokasatenb 3abonesaemMocTy

cocrasnset 0,85-1,1 cnyyaa Ha 100 000 HaceneHus B Bo3pacTe
po 15 net. Ha HB npuxopatca 7-10% Bcex 310KaYeCTBEHHbIX
HOBOOOPa30BaHUil y AeTell, OHa ABASETCA CaMOW YacToil ONnyxo-
NIbl0 HA MEpBOM Tofy XU3HK, 3a60N1€BaEMOCTb B 3TOM BO3pacTe
coctaBnseT 6,1 Ha 100 000 feTeit COOTBETCTBYIOLLErO BO3pacTa
[5]. Tak kak Hb BcTpeyaeTcs B OCHOBHOM y AeTeit paHHero Bo3-
pacTta, MHOTMMU aBTOpaMu OblO BbICKA3aHO NpeAnonoxeHue
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OHKOTEMATOAOTUA ||

0 POSN POAMTENbCKUX, MPEHATANbHBIX U NOCTHATaNbHbIX (haKTo-
pOB B Pa3BUTUM AAHHOTO 3a60NEBaHMA.

InupemMnonoruyeckue UCCAefoBaHUA, HanpaBieHHble Ha
BbISIB/IEHME 3TUOIOTMYECKUX ACMEKTOB, MPOBOAAT Ve Gonee
20 net, opHako dakTopbl pucka (®P) passutus HB pocto-
BEPHO He onpefieneHbl. B cOBpeMeHHbIX UCCNE0BAHUAX 0CO-
60e BHMMaHUE yaensT u3ydeHuio Takux ®P, kak recrayuoH-
HbIi BO3pacT, Macca Tena pebeHKa Npu POXAEHUW, HanUuue
BPOXAEHHbIX nopokoB pa3sutus (BIP). OuexuBawT BausHue
pOAMTENbCKUX (BO3PACT POAUTENEN, NPUHUMAEMbIE UMK NeKap-
CTBEHHbIE CPeAcTBa) W 3K30TeHHbIX (aKTOpoB (OKpyKatwas
cpepa, npodeccuoHanbHele BpegHocTH). B mabauye 1 npeg-
CTaBNeHbl OCHOBHble UCCNEA0BAHUA, NOCBAWEHHbIE U3YYEHUIO
BANAHUA Pa3nnyHbIX (HaKTOpOB Ha puck passutua HB y peteii
NepBOro rofia JXMU3HU U y fieTeil B BO3pacTe CTaplue OAHOTO roaa.

B o6o6uwatoweit pabote J. E. Heck v coasT. 6binu BbigeneHsl
Takue ®P passutus HB, kak ynotpebneHue matepbio ankorons,
NpUMEHeHWe AUYPeTUKOB, KOAeUHa W 06e360aMBalOWNX Npe-
napaToB BO BpeMs GepeMeHHOCTU, HU3Kas Macca Tena pebGeHka
NpW POXAEHWUM, TeXHOreHHble dakTopsl [9].

Llenbio uccnepoBaHua ABUNOCH U3yYeHUEe BAUAHUSA Mpe- U1
MOCTHATa/lbHbIX, @ TaKXKe POAMTENbCKUX (AKTOPOB, BKIOYas
aKylepCcKuii aHamHes, Ha pa3sutue HB y petein nepsoro ropa
Xu3Hu. Kpome TOro, npoBefieH BCECTOPOHHMI aHaNU3 AaHHbIX
JINTepaTypbl, NOCBALLEHHbIX YKa3aHHOMY BOMPOCY.

MATEPUAJIbI U METO[lbl

3a nepuop ¢ aHBapa 2012 no cespanb 2014 r. (26 mecAues)
B PeflepanbHOM HAYYHO-KIMHUYECKOM LiEHTPe eTCKOI remaro-
NIOTUMW, OHKONOTUM U UMMyHONOrUKU umeHu Omutpua Porauyésa
(Oanee — OHKL AION um. Amumpus Pozayésa) Gbino 3aperu-
cTpupoBaHo 189 nauueHToB ¢ Hb, 13 Hux 80 (42,3%) Ha MOMEHT
YCTaHOBNEHUA AnarHo3a Haxoaunuce B sospacte ot 0 go 11 me-
csAueB u 29 fHeii. [ns npoBefeHus uccnefoBaHus Geina cosga-
Ha 6a3a AaHHbIX, B KOTOPYIO NALMEHTOB BKJIKOYAAW NPOCNEKTUB-
HO. Perucrpauuio npoBOAMAN B TEYEHUE TPEX CYTOK C MOMEHTa
VCTaHOBJIEHUsA AnarHosa. [ins gononHutenbHoro cbopa nHbop-
Mauuu 6bina paspaboTaHa aHKeTa, N03BONABLIAA oLeHnBaTb P
B COOTBETCTBUM C JAHHBIMWU MEAULMHCKOM NUTEpPaTypbI.

MepBuyHoe obcnepoBaHue naumeHToB BKAtoYano Y3W opra-
HOB OpIOWHON NOAOCTU U nepudepuyeckux NUMdaTUyecKux
y3nos; KT, MPT opraHoB rpyaHoii, 6ptoWwHoi nonoctu/manoro
Ta3a; Mopdonornyeckoe NccnefoBaHme KOCTHOro mosra (Koct-
HO-MO3roBble MYHKLUMW U3 YeTblpex Touek); CUUHTUrpaduio
C MeTalofOeH3UNTyaHUANHOM, CUMHTUrpaduio C TexHeuuem
(NpM nopo3peHMM Ha KOCTHble MeTacTasbl). [lpoBoaunu
6uoncuio/pesekumnio/yaaneHne nepBUYHOR ONyxonu u/unu
MeTacTaTUYeCKUX 04aroB C MOCIEAYIOWMM TUCTONOTUYECKUM,
MMMYHOTUCTOXUMUYECKMM UCCNeJOBAHUAMU U MONEKYNAPHO-Te-
HeTUYecKuM aHanu3om (onpepeneHue ctatyca reHa MYCN, pene-
uuii 1p n 11q meTogom thayopecLeHTHOM rubpuansauum in situ).

[lnarHo3 ycTtaHaBAWBanW Ha OCHOBAHMW TUCTONOrMYECKOTO
unu NabopaTopHO-MHCTPYMeHTaNbHOro 06Cef0BaHNA C noce-
LVIOWMM TUCTONOTMYECKUM nopTBEpXaeHuemM. CTagupoBaHue
OCYLWeCTBAANAN COMACHO KPUTEPUAM MEXAYHAPOLHOW cuCTe-
mbl ctapupoBaHusa HB (International Neuroblastoma Staging
System).

Mpu aHanu3e Bce faHHble, NONyYEHHbIE B XOA€e aHKETUPOBA-
HUSA POAUTENEN U U3yYeHUs MEAULUHCKON JOKYMEHTaLUK, Obinn
pa3feneHbl Ha TpU rpynmbi:

® 1-4 rpynna — poauTenbckne akTopbl: XpOHUYecKue

3aboneBaHns, BpedHble NPUBLIYKYM, NPOECCUOHANbHbIE
BPEAHOCTW MaTepy U OTLA; aKyLepCKUN aHaMHes;

® 2-7 rpynna — XxapakTep TeyeHus GepeMeHHOCTU U Macca
Tena pebeHKa npu poxaeHnu;

® 3-g rpynna — Hanuuue BIIP, reHeTyecknx cuHLpomoB
U/MAW Manblx aHOManuii pas3suTUs y pebeHka.

[ins 06bEKTUBU3ALMN N3YYEHUS U CPABHUTENBHOTO aHau3a
Macchl Tena y feTeit ucnonb3osanu kputepumn MKb-10 [2]:

® Hu3kas macca tena (HMT) — Bec 1500-2499 r;

OYeHb HU3Kasa Macca Tena — sec 1000-1499 r;
JKCTPEMasbHO HU3Kas Macca Tena — sec meHee 1000 r;
KpynHbIit n1og — Mmacca Tena ot 4000 go 5000 r;
TMraHTCKUI nNnoj — macca Tena cebiwe 5000 r.

Knaccndukatop MKB-10 wcnonb3oBanu Takxe ana onpe-
JefleHUs CpoKa rectauuu Ha MOMEHT pojoB. B cooTBeTcTBUM
C HUM, peOEHOK CYMTAETCSA HEOHOWEHHbIM NPU POAAX HA CPOKE
MeHee 37 NonHbIX Hepenb (MeHee 259 fHeit); AOHOLWEHHbIM,
eC/n poAbl NPOMU3OWAN HA CPOKe OT 37 [0 42 NOAHBLIX Hepenb
(259-293 pHeit). NepeHOWEHHbIM CYUTAETCA PeBEHOK, poLuB-
WKiica Npu cpoke GepeMeHHOCTU 42 MONHLIX Hepjenu u Gonee
(294 pHsa n 6onee) [2].

[ina KomnnekcHoM oueHKM (U3NYecKOoro pas3BUTUA HOBO-
POXJEHHOTO C y4eTOM recTauMoHHOro Bo3pacta Hamu Obiau
MCMNONb30BAHbI CUrMajsbHble W NepueHTUAbHblE TabauLbl
I. M. [lemeHTbeBOM, NOCTPOEHHbIE C Y4ETOM YaCTOThl pacnpefe-
neHus nokasarens [1].

Hannuve BIP pernctpuposanu no pesynsratam WMHCTPYMeH-
TanbHoi guarHoctuku. KT 1 Ixo-KI 6binn npoBeneHsl 48 (60%)
13 80 nauWeHTOB C YCTaHOBNEHMEM AMarHo3a B Bo3pacTe oT 0
0o 11 mecsAueB M 29 AHel C LeNbl0 BbIABNAEHUA BPOXAEHHbIX
nopokoB cepaua (BMC) unu maneix aHomManuii paseButua cepaua
(MAPC). Hannuue unn oTcyTCTBME MOPOKOB Pa3BUTUS MOYEMONIO-
BOW CUCTEMbI ONPeLeNsny nyTeM BU3yanu3aumoHHsix (Y3U) v, npu
HE0OXOLMMOCTY, PEHTTEHOKOHTPACTHbIX UccnefoBaHuii. C uenbio
n3ydyeHns nopokos passutus LIHC nauymenTtam nposogunu MPT
rONIOBHOrO MO3ra C JOMONHUTENbHBIM KOHTPACTHbIM YCUNEHUEM.

PE3V/IbTATbI

B uccnepyemoit rpynne guarHos B 62 (77,5%) cnyyasx ycra-
HaBlMBaAM HA OCHOBAHWUM TUCTONOFMYECKOTO WCCAe0BaHUSA
nepBuYHOIl onyxonu, y 4 (5%) nauneHTOB Obiia BbifiBJIEHa MeTa-
cTasa onyxonu; 14 (17,5%) 60NbHbIM AMATHO3 YCTAHABIMBAMY,
UCXOLA U3 KNUHUKO-PEHTIEHONOTMYECKUX JaHHBbIX.

Cpenn peTeit oTMeyeHO npeobnafiaHMe JUL  MYXKCKOO
nona: COOTHOWEHWe ManbyMKOB W JeBoyek cocTtasuno 1,3 : 1.
Hanbonbwee uucno cnyyaes — 42 (52,5%) — 6bino 3ape-
rMCTPMpPOBaHO B BO3pacTHoi rpynne oT 0 Ao 3 mecAues.
PacnpepeneHve nauneHToB Ha rpynnbl B 3aBUCUMOCTM OT Nona
1 BO3pacTa npepcrasieHo B mabauye 2.

13 80 uyenoBeK, BKMNOYEHHbIX B WUccnegoBaHue, 1-a crTa-
Aus 3aboneBaHus [MarHOCTMpoBaHa y 33 (41,2%) nauueHTOB,
2-4 — y 10 (12,5%), 3-8 — y 6 (7,5%), 4-a — y 8 (10%),
4S-cTagns — y 23 (28,8%) nauueHToB. Pacnpepenerue 60Mb-
HbIX MO CTagusm 3aboneBaHUs B 3aBUCMMOCTM OT BO3pacTa
npefctaBneHo B mabauye 3. 06pawaer Ha cebs BHUMaHUE TOT
takT, uto cTagun 1 u 4S Haubonee 4acTo BCTPeYalTCs B BO3-
pacte ot 0 o 3 mecsueB — B 20 (60,6%) u 18 (78,3%) cnyyasx
COOTBETCTBEHHO.

MepBuyHas onyxonb Gbina NoKaaM3oBaHa B 06nacTu Hagno-
YeyHUKOB B 42 (52,5%) cny4asx, B 3a0pIOWMHHOM NPOCTPAHCTBE
B 15 (18,8%), B 3afHeM cpegocTeHun B 13 (16,2%), B Manom Tasy
B 2 (2,5%) u B obnactu wewn B 1 (1,2%) cnyyae. bunatepanbHoe
nopaxeHune Haano4Ye4YHUKoB BcTpeyanock y 7 (8,8%) nauneHToB
(B BO3pacTe 0-3 mecsAueB — y 6 U3 7, B Bo3pacTe 7-9 mecs-
ues — y 1 u3 7 60nbHbIX).
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Mpyu U3y4eHWUN [aHHbIX, MOJYYEHHBIX B XOfe aHKeTMpoBaHus | (1-arpynna faHHbx). Hu B oaHOM criyyae He 6bino BbIABNEHO YKa-
POAMUTENEN, B COOTBETCTBUM C BbIGENEHHBIMM TPYNMAMM MpO- | 3aHWIl HA HaMuyMe NpodeccMoHaNbHLIX BpegHocTel. MposeaeH
aHaNM3MPOBaHbl XapaKTepPUCTUKN POAUTENEN, YKa3aHHbIe Bblle | aHanu3 KOMMYeCTBA KUBOPOMKAEHHLIX feTell B 3TUX cembsx. OT

Tabanma 1 l

Bauamne pasHbix paKTOpOB HA PUCK pasBuruA Heripobaacromsl (HB)

Ny6nukayuu

dakropbl

noBbIAKT PUCK pa3Butna Hb

CHUXAIOT pucK pa3sutua Hb

He 0Ka3bIBalOT BAUA-
HuA Ha pasButne Hb

J. R. Daling u coasr., 1984
(uccnepoBany peTeit B Bo3pacTe
B0 24 mecsues) [6]

Macca Tena npu poxaeHnu
6onee 4000 r

C. C. Johnson u coasT., 1985

(Mccnenoaanw neten B BO3pacTe fo

12 mecaues — 1; ctapwe
12 mecaues — 2) [10]

pofbl B CPOK + HU3Kas Macca
Tena npu poxaenun (1)

npexaeBpeMeHHbIe poabl
(< 37 Hepenb rectayumn) HesaBu-
CMMO OT MacChl Tela NpY POKAEHNUU

(2)

M. W. Yeazel u coasrT., 1997
(nccnepoBanu feteit B Bo3pacTe
B0 24 mecaues) [17]

BEC Npy poXKaeHun 6onee

4000 r (HoBoOGpa3oBaHMs,
xapaKTepHble Ans paHHero
LETCKOro Bo3pacra)

G. M. Buck u coasT., 2001 (uccne-
[OBanu fieTeil B Bo3pacTe

0-70 mecsueB — 1; B BO3pacTte
A0 5 net — 2) [4]

KecapeBoO CeyeHue npu noBTop-
Hbix popax (1)

npexaeBpemeHHble pogbl (< 37
Hefiesb) U NepeHoleHHas bepemeH-
HOCTb (> 42 HefieNb); NOBTOPHble
pofibl €CTECTBEHHbIM MyTEM; LETH,
POXAEHHble OT MaTepei, KoTopble
“Menu 6onbluoe KOANYECTBO NPefbl-
Aylwunx 6epemeHHoCTeN (2)

nepeble poabl nyTem
Kecapesa ceyeHus

S. E. Hamrick u coasr., 2001
(uccneposanu feteit B Bo3pacTe
po 12 mecsaues — 1; B Bo3pacte
0-19 netr — 2) [8]

pofbl Ha CPOKe MeHee
33 Hepenb; AeTH, POXKAEHHbIE
nyTem Kecapesa ceyeHus (1)

npexzeBpeMeHHble Pofbl Ha
33-36-11 Hepenax (2)

J. Schiiz u coaer., 2001
(nccnepoBanu feteit B Bo3pacTe
A0 96 mecaues) [15]

npexaespemMeHHble poabl U HU3-
Kas Macca Tefia npu poXxaeHuu

F. Menegaux u coasrt., 2005 (1ccne-

LOBanu aeteit B BO3pacre Ao
19 ner) [12]

BPOX[AEHHbIe aHOManNm co CTo-
POHbI CEpAeYHO-COCYANCTOI U
MOYEenosioBOI cUCTeM

T. Bjgrge u coasT., 2008 (nccnepo-
Ba/IN [leTeil B BO3pacTe MeHee
18 mecsues) [3]

BPOXAEHHbIE MOPOKWU pa3BUTUA
+ Npe3Kiamncua y matepu s
dHamHe3e

K. J. Johnson u coasT., 2008
(uccnepoBanu fieTeit B Bo3pacTe
oT 28 pHeit fo 14 net) [11]

rnbens naoaa B npegblaywnx
6epeMeHHOCTAX; ynoTpebneHune
MaTepbio HAPKOTUKOB; HU3KMIA
recTaLuoHHblil Bo3pacT

J. E. Heck u coasT., 2009 [9]

ynoTtpe6ieHne MaTepsio anko-
rons, AMypeTuKos, 06e36o-
NIMBAIOWMX NPEenaparos 1
KoflenHa BO BpeMms bepeMeHHOo-
CTU; BAMUAAHWE HA OTLA BPEAHbIX
NpPOU3BOACTBEHHbIX PaKTOPOB
(neTyuue u Henetyuue ymesogo-
pofbl, METaINYECKNE U ApeBEC-
HO-CTPYKEUHbIE OMMUJIKM, CBa-
POYHbI @a3p030Jib); HU3Kas Mac-
ca Tena pebeHKa npu poxaeHUH

UCNOJIb30BaHNE MaTepPbO BUTAMU-
HOB, (PONMEBOI KUCNOTbI; acTMa Unu
anjepruv B aHamHese y Matepu

BO3pacT martepu;
KypeHue 1 nHdekuumn
BO BpeMs GepeMeHHo-
CTU; PEHTFeHOBCKOE
BO3/€eCTBME HA MaTb
BO BpeMsi GepeMeHHo-
CTW; YacTble AeTckue
MHMeKUMK; recTaum-
OHHbI1 BO3pacT Gonee
41 Hepenu; 3THUYECKas
NPUHAANEXHOCTD

K. Y. Urayama u coast., 2007
(uccnepoBanu fieTeit B Bo3pacTe
1-4 net — 1; HOBOPOXAEHHbIX —
2; neteit B Bo3pacte 6onee

12 mecsaues — 3) [16]

npexpeBpeMeHHble pogsl 1
macca Tena < 1500 r (1); keca-
peBo ceyeHue (1); nepeHolleH-
Has GepeMeHHOCTb + 6osblias
macca Tena npu poxpeHuu (2)

HWU3KWUI HeOHaTaNbHbIN BO3pacT;
npexgeBpeMeHHble PoAbl + HU3Kas
WK HOpMaNbHas Macca Tena npu
poxpeHum (3)
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nepBoii 6epemeHHOCTU Gblnn poxaeHsl 39 (48,8%) feTeil, oT BTO-
poii u nocneaytolumx 6epemenHocteit — 41 (51,2%).

B aHanu3 ocnoxHeHwuii TeyeHus bepemeHHocTH (2-s rpyn-
na pJaHHbIX) ObiIM BKMOYeHbl 77 ciyyaeB GepeMeHHOCTH
M 126 3NM30A0B OCNOXKHEHMI GepeMeHHOCTU. Mo AaHHbIM
nuTepatypsl, (akTopoMm, BAMUAKOWMM Ha BO3HWKHOBeHue HbB
y pebeHKa, ABNAeTCA TAXKEN0e TeyeHne GepeMeHHOCTH C pas3Bu-
TueM npeaknamncum [3]. B Hawel KkoropTe nauueHToB Nogoo6-
HbIX OC/IOXKHEHUW He BCTPeYanoch.

Cpeny 80 mauMeHTOB HeJOHOWEHHbIMU poaunuck 3 (3,8%)
pebeHKa, foHoWeHHbIMU — 71 (88,7%) pebeHok u 6 (7,5%)
JeTeil POAUNUCH NePeHOLWEHHbIMU.

Ananus macchl Tena pe6eHka Ha MOMEHT POXXAEHMUA NoKasan,
uto B 4 (5,0%) cnyyasx nauueHTsl umenu HMT. HopmanbHas
Macca Tena npu POXAEHWUM 3apeructpupoBaHa y 62 (77,5%)
peteit. B 14 (17,5%) cnyyasax macca Tena HOBOPOXAEHHOTO npe-
BbIlWanNa 4 kr. B uccnegoBaHun He 6bI10 3aperncTpupoBaHo Hu
O[HOr0 60NLHOTO C 04eHb HU3KOI MAcCoi Tena Un rMraHTCKoro
nnopa (puc. 1).

Mpn U3y4eHUM macchl Tena HOBOPOKAEHHbIX LOMONHUTENb-
HO OblN NpoBeAeH aHanu3 [aHHbIX NALMEHTOB B COOTBETCTBUU
C napameTpamu TabauLy CUTManbHOrO M NEepLEHTUBHOro TUna
LJA KOMMNEKCHOW OLEeHKM MX (PU3NYecKoro pasBuUTUA C yye-
TOM recTalMOHHOr0 BO3pacTa. YKasaHHbI cnocob cTpatudu-
Kauuu npu3Haka no3BoNseT He TOJbKO BbILENUTL Fpynny AeTei
C Maccoii Tena npu poxpeHuu Gonee 4 Kr, HO U, COMACHO
CTaTUCTUYECKUM [aHHBIM, ONPEefennTb KONMYeCTBO MaLMeHTOB
C aHTPOMOMETPUYECKUMU MOKa3aTensmu, OTIMYaoWMMUCA Ha
ABa CTaHAAPTHbIX OTKJAOHEHWUs W Gonee OT CpefHUX 3HAYEHMil
npusHaka. Kak nokazaHo Ha pucyHke 2, y 52% nauueHToB
3HaYeHMA Maccbl Tena Npu POXAEHUW BBIXOAMAW 3a Npefensl
MHTEPKBApTUABHOIO pa3maxa, T. e. WHTepBana Mmexpy 25-m
1 75-M nepueHTunsamMu.

B Hawem uccnegosaHun Gbinn yuteHsl BIC, Bknoyas MAPC
(3-5 rpynna faHHbix). W13 48 naLneHToB, KOTOPbIM GbLIM BbINONHE-

Puc. 1. PacnpeaeAenne marueHTOB

C HENPOOAACTOMOM IO Macce TeAa Ha MOMEHT
pOKACHUA, N
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Puc. 2. Pacipeaesenue mmanueHToB

C HEHPOOAACTOMOI B 3aBUCUMOCTH

OT IIEPIIEHTUABHBIX 3HAYECHUI HHACKCA MACCEI
Teaa, %o
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TabAnma 2 l

PaCHpCAeAeHI/IC IIAITUCHTOB C HeﬁpOﬁAaCTOMOﬁ B 3aBHCHUMOCTH OT II0AQ U BO3pacra

Bospacr (mec.) Manbunku lleBouku Bcero

a6c. yucno % a6c. yncno % a6c. yucno %
0-3 25 59,5 17 40,5 42 100
4-6 12 60,0 8 40,0 20 100
7-9 6 54,5 45,5 11 100
10-12 2 28,6 714 7 100
Bcero 45 56,2 35 43,8 80 100

TabAwnma 3 l

PacnpeaeseHne manueHTOB C HEMPOOAACTOMOI IO CTAAUAM B 3aBHCUMOCTHU OT BO3PacTa

Crapus Bospacrt (mec.)
0-3 4-6 7-9 10-12 Bcero
a6c. % abc. % a6c. % a6c. % abe. %
uucno yucno yucno uucno Yucno
1-a 20 60,6 11 333 0 0 2 6,1 33 100
2-1 3 30,0 1 10,0 3 30,0 3 30,0 10 100
3-1 0 0 3 60,0 2 40,0 0 0 5 100
4-7 1 111 3 33,3 3 33,3 2 22,3 9 100
4S 18 78,3 2 8,7 3 13,0 0 0 23 100

ITeanarpus Ouxoremarosorus Ne 10 (111) / 2015 |

Dowmop.Py | 65



I HEMATOLOGY/ONCOLOGY

Hbl IKT 1 Ixo-KTI B ycnosuax ®HKL, AMON um. Omutpus Porauésa,
BNC BbisiBneHbl y 23 (47,9%). U3 Hux y 18 (78,3%) 60/bHbIX Ana-
rHoctupoBanu MAPC (oTkpbiToe oBanbHOe OKHO), y 5 (21,7%) —
BMC: y 2 u3 5 peteit yctaHoBneH fedeKT MexnpeacepaHoi nepe-
ropogKu, y 2 u3 5 — pedeKT MexiKenynoukoBON Neperopofky,
y 1 13 5 — KOMOMHMUPOBAHHBI NOPOK cepaua (OTKPLITHINA apTe-
puanbHblA NPOTOK M OTKPbITOE OBaNbHOE OKHO C MOCTOSHHbIM
neBo-npasbiM copocom). ¥ 2 (2,5%) u3 80 naLMeHTOB BbIABIEHbI
MOPOKM Pa3BUTWUA MOYEMONOBON CUCTEMbI: B OHOM Cilyyae —
VABOEHME NeBOV MOYKKW, B APYrOM — YABOEHWE KonnarepanbHoM
cucTeMbl 1eBOM NOYKK (MOJHOE YABOEHME NEBOW NOYKM).

CraHpapTHoe UMTOreHeTM4Yeckoe uccnepoBaHue B-numdo-
LMTOB Nepudepnyeckoit Kpoeu npoBoauaun y 50 (62,5%) naum-
€HTOB, M3 KOTOpbIX Yy OAHOro pebeHka (2%) 6bin BbisABNEH
kapuoTun 45X0.

B 3 (3,8%) cnyyasx, npu Nofo3peHUn Ha CUHAPOMANbHYIO
thopMy NaTonoruu, BeIMOJHANN MUKPOMATPUUHbI XPOMOCOMHBI
aHanu3 numcoumntoB nepudepuyeckon Kposu. B pamkax yka-
3aHHOMO UCCNe0BaHNA Y OAHOrO NaLMeHTa BbIABNEH CUHAPOM
geneunn 1g21.1. Y gpyroro nauueHTa Ha OCHOBAHWUMN KIMHUYe-
CKOJ KapTUHbI W AaHHbIX MONEKYNAPHO-TeHeTUYECKOro ncchne-
LOBaHUA C oLeHKo MeTunuposaHua KvLQT (LIT1) ycTaHoBneH
cuHapom bekButa — BupemanHa. B mabiuye 4 npepcraBneHsl
nauneHtel ¢ HB, y KoTOpbiXx OblnM BbIABNEHbI TEHETUYECKUE
CUHAPOMBI.

OBCYXXAEHUE

B Hawem uccnenoBaHUM NpoaHaNM3MpOBAHO BAWAHWE psAfda
thakTopoB Ha passutne HB y peTeit nepBoro roga KU3Hu.
CHuxeHune 3abonesaemoctn Hb ¢ Bo3pacTom nossonseT npea-
nonaratb, YTO PUCK ee pa3BUTUA Yy JAeTeil MNafieHYecKoro
M paHHero BO3pacTa MOXKeT ObiTb CBA3aH CO cnocobom 3aya-
TUS,, BHYTPUYTPOOHBIMM (haKTOPaMu U/MAM PAHHUMKU NOCTHA-
TaNbHbIMU PUCKaMK, M MOJYEPKUBAET XapaKTep BO3AENCTBUA
HekoTopbIx Bewects. N. L. Carlsen v coaBTt. B 1996 r. nposenu
“ccnefoBaHue, OCHOBaHHOE Ha runoTese, yto ®P passutus Hb,
CBAI3aHHbIE C MOBbIWEHHbIM PUCKOM OTLLOBCKUX FEPMUHANbHbBIX
MyTaLMii, 6onee pacnpoCcTpaHeHsl y feTeil NepBoro roaa KusHu,
B TO BpeMs Kak y peteil 6onee crapwero Bo3pacta Hb vauwe

BCero accouuuposaHa ¢ ®P, cBA3aHHbIMU C GepeMeHHOCTbIO
WAU BO3HMKAOWMMK BO BpeMs rectauuu (MHULMUPYIOLWUMHU
comatuyeckue mytauum). Mo panubiM K. Y. Urayama u coasr.,
oTaencHele ®P y MmnafeHueB u aeteit 6onee cTapluero Bo3pacra
pa3/iMyHbl, B NEPBYI0 OYepesb, 3TO recTalMOHHbIA BO3PacT, BeC
npu poXaeHuu, cnocob popopaspelleHus, Konuyectso bepe-
MEHHOCTEN y MaTepu B aHamHe3se [16].

B uccnepoBaHuM KaHuep-peructpa B MuHHecoTe u3yyanu
MCTOpUM OONE3HM NALMEHTOB, y MaTepell KOTOPbIX B aHaMHe-
3e 6blIM 3aperucTpupoBaHbl rMbenb MAOA3, UCMONb30BaHWe
HapKOTMKOB W HWU3KUI TecTalMOHHbIA BO3pacT pebeHKa npu
poxpeHun. bbina NMpogeMOHCTPMpPOBAHA accouMaLMa LaHHbIX
thakTopos ¢ pa3sutuem H6 [11]. B paboTe HOPBEKCKUX YUYEHbIX
noKa3aHo, Yto y geten go 18 mecaues Xu3HuW, umetowmx BI1P
1 POX[EHHBIX OT MaTepeil C Npe3knamncuein Bo Bpems bepemeH-
HOCTW, CyLLeCTBYeT NOBbIWEHHbIA puck pa3sutus Hb norpaHuy-
HOW 3HauumocTy [3].

Children's Cancer Group (CCG) u papyrue wuccnegosarenu
aHanM3MpoBaNM CBA3b recTaLMOHHOrO BO3pacTa WM Beca npu
POXAEHUM C pUcKoM pa3BuTus HB, ofHaKo 3Tu pe3ynbrtarsl 6binn
npoTuBopeunBbIMK [4, 8, 10, 15, 17]. K. Y. Urayama u coaBT. pac-
npegfensanu naumentos ¢ Hb no rpynnam Ha ocHoBe KOMBUHALMY
LBYX CUIbHO KOPPENUPYIOLWMX BEMYUH — TecTalMOHHOrO BO3-
pacTa v Beca Npu poXAeHWUU, — W 0OHAPYKUAK, YTO BbICOKMI
puck BO3HUKHOBeHUA HB cBfA3aH ¢ Gonbwmm Becom pebeHka
npu poxpeHun [16]. bbino BbifABNEHO, YTO GONbLWOW BEC NpU
POX[EHUN CBA3AH C 3aMETHO MOBbIWEHHBIM PUCKOM pa3BUTUSA
HB TonbKo cpefin HOBOPOXAEHHBIX, @ NPeXAeBPEMEHHbIE POAbI,
HU3KWIA UM HOPMasbHBII BEC NPU POXAEHWUM acCOLMMPOBaHbI
C Hu3KkuUM puckom passutus HB cpean peteit bonee crapuero
Bo3pacta [16]. 3TM faHHble COMNACyOTCA C paHee NoNyYeHHbIMU
pesynbTaTaMu ApYrux UccnefoBaHui, KOTOpble NPOAEMOHCTPU-
poBanu HU3Kuii puck passutua HB, cBA3aHHbIN C npexaespe-
MeHHbIMKU pofamu (MeHee 37 Hefenb recrayuu), He3aBUCHMO
OT Macchl Tena npu poxaeHuu [10]. Te e aBTOpbl HabnAaNM
TEHAEHUMIO K MOBbIWEHMIO pUCKa pa3sutus Hb y neteit ¢ Hus-
KOM Maccoi Tena, poXAeHHbIX B CPOK. ABTOpbI MCCNefoBaHMA
BbIZBUHY/M TUNOTE3Y O BHYTPUYTPOOHOM CTUMyNATOpe (KaHue-
pOreHHOM MHULMUATOPE WAK MPOMOYTEPE), KOTOPLI NOABNAETCA

Ta0bAumna 4 l

XapakrepucTUKa MANUEHTOB C HEUPOOAACTOMOM U € HETHYECKUMU CHHAPOMAaMHu, n = 3

Mon Bospacrt Ha Macca Tena npu Mepuntunb Cnocob popo- | leHeTuueckui ®eHoTun
MOMEHT nocTa- | poxaeHum (r) paspelueHus CMHAPOM
HOBKMW AMarHo-
3a (mec.)
[leBouka 7,4 2500 <3 eCcTecTBeHHble CUHAPOM rotuyeckoe Hebo,
pofbl LLlepewescko- YKOpOYeHue Lwew,
ro — TépHepa pedopmaLns yWHbIX
(45X0) PaKOBUH
Manbunk 2,9 2640 3-10 KecapeBo ceye- | CMHOPOM fefie- | rMNepTeNopusm,
Hue unu 1g21.1 mMukpouedanus,
ancmopdusm nuua,
CHUXKEHWe cnyxa,
BPOXAEHHbI NOPOK
cepaua
[JeBouka 6,8 3950 90 KecapeBo ceye- | CUHAPOM Haceyku Ha MOYKax
Hue bekButa — yluiein, Makpornoccus,
BupemanHa ACCUMETPUA HUKHUX
KOHeyHocTe
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B NocCfedHeM Mecsue GepeMeHHOCTH, B Mepuos BO3MOXHOMO
poCTa YyBCTBUTENLHOCTU HEPBHOW CUCTEMbI NNOAA K TpaHCNia-
LIeHTapHOMY BO3[eWCTBMIO, U NPEANONOXMUAN, 4YTO BEC MOXeT
Urpatb pofib B BOCMPUUMYMBOCTH K 3TUM hakTopam [10].

WNcecneposatenn CCG nokasanu He3HaYUTENbHYIO CBA3b MEXAY
puckom paseutus Hb u npexaeBpeMeHHbIM POXKAEHUEM pebeH-
Ka Ha 33-36-i Hepenax rectauuMm U BbICOKUI PUCK, CBA3AH-
HbIii C pojaMy Ha recTaLuMoHHOM cpoke meHee 33 Hepenb [8].
K. Y. Urayama u coaBT., Ha060pOT, YKa3blBasM Ha MOBbILWEH-
HbIW puck pa3sutua HB y peteit B Bo3pacte oT 1 roga Ao 4
NeT, POLAMBLUMXCA paHblue cpoka [16]. Bec npu poxpeHun He
Obin cTaTMyeckn 3Haummbim P, ofHako npuBeneHbl HEKOTO-
pble AOKa3aTenbCTBa CBA3M MOBbIWEHHOTO pucka passutns Hb
C 3KCTPeMasbHO HU3KWUM BECOM Npu poxaeHuu (meHee 1000 r).

HeMmeukne uccneposatenu coobLWmMAM 0 CTaTUCTUYECKM 3HA-
YMMOM yBennYeHUM pucka passutusa Hb npu popax Ha manom
cpoke 0GepeMeHHOCTM W HU3KOW Macce Tena pebeHKa npu
poxaeHun [15]. [na nyywero noHMMaHUs W MpepcTaBieHUs
LAHHBIX BCE Pe3yNbTaThl LUTUPYEMbIX UCCNEA0BAHUNA BKAIOYEHbI
B mabauyy 1.

B Hawem nccnepoBaHMK NoKasaHo, YTO PoAabl Ha 42-1 Hepfene
1 6oNbLIEM CPOKE recTaumu npoucxoaunu B 6 u3 77 (7,8%) cny-
yaes. Ha 37-it Hepene n paHee pofopa3speLlleHne Npou3owno B
3 (3,8%) cnyyasx. Y nayueHToB ¢ Hb Mbl npesnpuHAAN NonbITKY
NpOBeCTM CBA3b MeXAY Maccon Tena npu poXAeHUM U CPOKOM
rectauuu, B pesynbrate Yero BblIABUIK, 4TO 15% peTei, poxaeH-
HbIX B CPOK, UMeNn Maccy Tena npu poxgeHun 4000 r u Gonee.

Mpu n3yyeHUM [aHHbIX O pacnpepeneHnn POAMBLIMXCA B
P® peteit no macce Tena (% K oblwemy uyucny poaMBIIMXCS
XUBbIMM C Maccoil Tena 1000 r u Gonee) nokasaHo, YTO AETH
€ maccoi Tena 4000 r u Bbllwe poxpaloTcs B cpeaHem B 9,3%
cnyyaes (min — 7,7% B 1999 r., max — 10,2% B 2008 r.).
Takum 06pa3oM, cpaBHeHMe ¢ 00LEenonyNALMOHHBIMU JAHHBIMM
no poxpaaemoctn B PO npofeMOHCTPUPOBANO HEKOTOPOE yBe-
JIMYeHNe YNCa NaLMEeHTOB, POXKAEHHbIX ¢ Maccoun Tena 4000 r
u 6onee [2].

[MnoTe3a o BHYTPUYTPOOHOM CTUMYNATOPE OHKOreHes3a B
TeYeHWe nocnefHero Mmecauya 6GepemMeHHOCTW npegnonaraer,
4TO NepeHOLleHHble JeTU MOTyT HaxoAWTbCA B Tpynne pucka
no pa3sutuio HB. Pe3ynbratbl MccnepoBaHuA, nMpoBefeHHOro
KannhOpHUACKNMM yYeHbIMU, MOATBEPAUNM A3HHOE npeano-
noxeHue [16]. B nByx Apyrux amepuKaHCKUX UCCNEAOBAHUAX,
B XOAe KOTOpbIX W3yyanu BAMAHME Beca MpuU POXKAEHWUM Ha
PUCK Pa3BMTUs 3M10KAYECTBEHHbIX HOBOOOPa30BaHWil y feTei,
VCTaHOBJIEH BLICOKUI PUCK, CBA3AHHbIA C OONbLIMM BECOM MpPU
poxpeHun [6, 17]. MockonbKy HU B OAHOI M3 paboT He aHanu-
3MpOoBaNN recTauMoHHbI BO3PaCT, TPYAHO YTBEPKAATh, YTO BecC
HOBOPOXAEHHOMO CBA3aH C MOBbIWEHHbIM pUcKoM pa3sutua Hb
BHe 3aBMCMMOCTM OT recTalMoOHHOro Bo3pacra.

YKa3bIBaeTCca TakKe Ha BbICOKWUIM puck pa3sutua Hb y petei,
POXAEHHBIX C MOMOLbI0 KecapeBa CeYeHUA, MO CPaBHEHMIO
C NMOABMBLIMMUCA HA CBET eCTeCTBEHHbIM MNyTeM, B YaCTHO-
CTM B BO3PacTHOI rpynne peteit ot 1 roga o 4 net [16].
WNceneposanus CCG nokasanu nosbiweHne pucka pa3sutus Hb,
CBA33HHOIO C POXJAEHMEM MyTeM KecapeBa CeYeHus, y fertei
NepBOro roAa Xu3Hu. YueHble npesnonoxKuim, 4To NoBbILEHHbIA
pUCK MOXET 6biTb 00YCNOBNEH WCMOJb30BAHUEM aHECTE3UH,
B X0fe WMCCNefoBaHus 6bino 0GHApYXKeHo, YTO 3nuaypanbHas
aHecTe3us ysennuusaet puck passutus Hb [8]. Tem He meHee
uccneposanve, nposefeHHoe B wrate Hblo-Mopk, nokasano
NOBbIWEHHbIN pUCK pa3BnuTua Hb npu noBTOpPHbIX pofax mytem
KecapeBa CeYEHUs, HO He NpU NepBbIX POAAX, OCYLLECTBAEHHbIX
C NoMoLWbio 3TOW onepaLum, YTO CBUAETENbCTBYET HE B NMONb3y

ponu aHecTe3nu B yBENUYEHUN pUCKA BO3HUKHOBeHUA HbB [4].
0pnHaKo MexaHU3M NoA06HON CBA3M ele He U3YYEH.

Mpu npoBefeHMK Hawero UCCNeA0BaHMA 3aperncTpupoBaHo
20 (25,0%) peTeil, pOXAEHHbIX MyTEM KecapeBa CeYeHus.

Y 13% 60nbHbIX 0NyX0/b 6blNa 06HAPYKEHA NPEHATAIbHO MO
AaHHbIM Y3/ Ha no3gHMX CpoKax rectauuu.

B uccneposanum K. Y. Urayama v coaBT. npoBeaeH aHanu3
BcTpeyaemoctu BIP y nauyueHtoB c¢ HB [16]. XoTs paHHble
ObINM CKYAHbI AN TOTO, YTOObI NPOBECTM 0OGOCHOBAHHbLIN CTa-
TUCTUYECKWUIA aHanu3 B LENAX OLEHKU PUCKOB, CBA3AHHBIX C
KOHKPETHbIMU HapyleHusmMu, B paboTe NpogeMOHCTPUPOBAHO
npeobnagaHue cnyvyaes Hb y mauueHTOB C natonoruei cep-
LEYHO-COCYANCTON U MOYEnosioBOi CUCTEM MO CPaBHEHUIO C
KOHTpONbHOI rpynnoit [16]. ITu pe3ynbtatbl NOATBEPXKAAIOTCA
BaHHbIMU yueHbix 13 CCG, KoTopble NoKa3anu NoBbIlWeHWe pucka
passutua HbB, cBA3aHHOe € yBennyeHneM KoNMYecTBa BPOXAeH-
Hbix aHomanuit [12]. Wccneposatenu u3 wrata Maccauycetc
nposenn 3xo-KIy naunentos c Hb 1 y getein u3 KOHTPONLHOM
Tpynnbl Ans CpaBHeHUs 4acToTbl BCTpeyaemocTtn BIC y 6onb-
Hbix HB 1y feteit ¢ neiikemuein. OHU OOHAPYKUNU 3HAUYUTENBHO
60MblIYI0 JONIO CNyYaeB 3TUX HAPYLEHUI B rpynne NauMeHToB ¢
HB (20,0%) no cpaBHeHUIO € KOHTPONbHOM rpynnoit (3,6%) [7].

Mbl MccnegoBany 4acToTy BCTPEYAEMOCTU NMOPOKOB Pa3BUTUSA
y naumneHToB ¢ HBb. B 23 (28,8%) cnyyasx npu Hb Gbinu BbisiBNe-
Hbl BMC, B Tom yncne MAPC, yto npeBsbiwaet BcTpeyaemocts BIIC,
Bkntoyas MAPC, B monynsauuu [2].

Mpu ananusze yactoTel BCTpeyaemoctu BIIP Ha 100 petedn,
POAMBIUMXCA XMBbIMM, B P nokasaHo, Y4To OHW COCTaBAAOT
B uenom 2,91% (1,99%-3,98%), Ho He npeBblWwaloT 4,0%, 4To
coBnagaer ¢ AaHHbiMM yyeHbix CLIA. Takum obGpasom, 3Ha-
ynTenbHoe npeobnagaHue yYacToThl BCTPEYAEMOCTM MOPOKOB
paseutna M HB B Hawem wnccnefoBaHUM He Cly4alHO, OHO
oTpaxaeT cBA3b pa3sutua BIP u kaHueporeHesa B npouecce
ambpuoreHesa [2].

3AKNIIOYEHUE

Ha cerogHsawHuit feHb npoGnema paHHel AMArHOCTUKW 3/10-
KauyeCTBEHHbIX HOBOOOpPA30BaHMil y feTell He paspeleHa.
CywecTByioT pa3NuyHble NOAXOAbl K paHHel [uarHoCTUKe:
C O[HOM CTOPOHbI, 3TO BbIf€NeHMe TPynn puUCKa Ha OCHOBAHUU
MONYAALMOHHBIX UK KTUHWYECKUX UCCNef0BaHUI, C ApYrol —
npoBefeHune TOTaNbHOI0 CKPUHWUHIA BCeX AeTeil onpefeneHHoro
BO3pacTa Ha Hanuuue unn oTCyTCTBME cneunduyeckux mapke-
poB. lMopobHble UccnefoBaHus y AeTeil B OTHOWEHUU Helpo-
6nactombl (HB) npoBogunu B finoHuun n CeepHoii EBpone [13,
14]. Wx pe3ynbTaTbl He NPUBENU K YIyYLEHUIO BbIXKWBAEMOCTU
nauueHToB, HO MPOAEMOHCTPUPOBANAN pocT 3aboseBaemMoCTH,
YTO MOXET ObiTb CBA3aHO C AMArHOCTUKOW 6aronpusTHbIX
topm HbB, KoTopble He MMenu Obl KAUHUYECKOTO 3HAYEHUS
B TEYEHME KN3HU pebeHka.

B cBoeit paboTe Mbl caenany Nepebiii War B noucke hakTopos
pucka pa3sutua HbB y peteit nepBoro ropa Xu3Hu U nokasa-
AW, YTO B OTHOWEHUW AeTel, POXKAEHHbIX C ONpefeneHHbIMK
XapaKTepUCTUKaMU, HE0OXOAUMO UHTEHCUDULMPOBATL PEXUMBI
OMHaMuyeckoro HabntogeHus, B TOM 4ucie npoBoauTb Y3U-
MOHUTOPWHT 2—4 pa3a B rof, Ha MPOTAXEHUN NEPBbIX NET XKU3HN
LO MOMEHTa OKOHYaTeNbHOro (hOpPMMUPOBAHUA CUMMNATUYECKMX
raHmues. K 3Toi rpynne Mbl OTHOCUM [eTell, POXAEHHbIX
C Maccoii Tena 4 Kr u 6ornee, He3aBUCKUMO OT CPOKA rectaLuu.
Pe3ynbTaThl NPOBEAEHHOMO UCCNEA0BAHMA NOATBEPKAAIOT Lene-
€006pa3HOCTb U HEOOXOAMMOCTb OLEHKM aHTPOMOMETPUYECKUX
nokasaresnei HOBOPOXAEHHbIX leTell, a UMEHHO MacChbl Tena npu
POXAEHWUMN C y4eTOM recTalMoOHHOro Bo3pacTa.
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B Hawem uccnepoBaHMM nNpoaHanM3MpoBaH BO3pacT feTeu
Ha MOMEHT YCTaHOBKM AuarHo3a. Obpauwaer Ha cebs BHuUMa-
HUe GONbLIAsA YacTOTa CNyYyaeB [MArHOCTUKM 3aboneBaHUs BO
BTOpPOM nonyroauu xusuu. B 16,3% cnyyaeB AnMarHo3 ycra-
HOBJIEH C ABHbIM 3aN03[aHMEM, YTO CBA3AHO C HEJOCTAaTOUYHbIM
HabntoaeHMeM fieTeil y4acTKOBbIM NEeANATPOM B NEPBUYHOMN CeTH
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