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OBILIAA XAPAKTEPUCTHUKA PABOTHBI
AKTYaJIbHOCTb T€MbI UCCJICIOBAHMS

E>xeromHblil pocT paclpoCTpaHEHHOCTH PEBMATHUECKHUX 3a001€BaHUN BO BCEM MUPE
coctapnsieT 10- 25%. Bonbioe MecTo B CTpYKType 3a00J1€BaeMOCTH B JIETCKOM BO3pacTe
Cpeld pEeBMAaTHYECKHX 3a00J€BaHUM MPUHAUIEKUT CHCTEMHBIM BacKyiuTtam. B
COOTBETCTBUU C Kiaccupukarnueit, mpunstoid B 2006 r. EBporneiickum 00111€CTBOM JI€TCKUX
peBmaronoroB (Paediatric Rheumatology European Society - PRES) u EBponeiickoii nuroit
o npo6iemam peBmatuszma (European League against Rheumatism - EULAR), ogaum u3
BUJIOB BacKyiauToB siBisiercsi Oone3nb Kapacaku (BK), koTtopas xapaktepusyercs
TIOpaKCHUEM COCYIOB cpenHero kamnbpa [Ozen S., et al., 2006].

B teuenne 6onee S0-TH I€T BO BCeM MUPE UCCIEAYIOT OCOOEHHOCTH AMTUASMHOJIOTHH,
KIIMHUYECKOW KapTHUHBI, JJAOOPAaTOPHBIX M HMHCTPYMEHTaJIbHBIX AaHHBIX npu BK, omHako
ONTUMalbHas JAUArHOCTHKA, TaKTUKAa BEIEHUs U JieyeHus naunueHtoB ¢ BK mpomomkaer
coBepieHcTBOBaThes [Bayers S., et al., 2013; Glazyrina A., et al., 2019; Hsieh K., et al.,
2004; Rahbarimanesh A., et al., 2014]. B nocneanue roasl B Poccuiickoii deneparnvu, B
gactHoctd B Cankr-IletepOypre u MockBe, BK nuarnHoctupyercs Bce daiie, OJHAKO
o(HIIHATBHBIX AIHIECMHUOJOTHYECKUX JaHHBIX HeT [Kantemupoa M.I'., u mp., 2018].
bonbmioit mpoOnemoii  ocraeTcss TUMOAMArHOCTUKA 3a00JieBaHMs, YTO CBSI3aHO C
KJIMHUYECKUM TMOIUMOP(U3MOM, CYHIECTBOBAaHMEM MONHOM M HemosHoM (opm BK. Jlns
neuenus BK ucnone3yrorcss uMMyHOTTI00YIIMHBI 171 BHyTpuBeHHOTO BBeneHus (MI'BB), B
psze ciaydaeB ¢ MOBTOPHBIM BBEICHHEM, T'€HHO-MHKEHEPHbIE OMOJIOrMYECKHE MpernapaThl
[[Ieickuna I'.A., u ngp., 2017]. OaHako KIMHUYECKHE M J1aOOPATOPHO-UHCTPYMEHTAIBHBIC
0CO0EHHOCTH 3a00JIeBaHMs B 3aBUCUMOCTH OT OTBETA HAa TEPAIHIO HE ONpPEICIICHBI.

BbK npusnana Beaymieil npuunmHOi (popmMHUpoBaHUS MPUOOPETEHHBIX 3a00JeBaHUM
cepala y aerei, riaBHBIM 00pa3oM maTojioruu KopoHapHbix aptepuid (KA), xots vactora
dbopmMupoBaHUs XpOHMUECKOW peBmaTuueckoir Oonesnu cepaua (XPBC) mpu octpoii
peBmatnueckoii tuxopanku (OPJI) Takxke mosxeT ObITh Benuka [Jang G.Y ., etal., 2015; Patel
AS., et al.,, 2015; Su D., et al., 2014]. I'naBHo#i nenpto Tepanuu BK u OPJI sBasercs
CHIDKEHHUE pHcKa (OpMUPOBAHUS TPUOOPETCHHBIX 3a00JIeBaHuil cepana y aerer [JIbickuna
I''A., u gp., 2015; Fernandez E., et al., 2019]. B wnameii cTpaHe HE MPOBOIWIACH
CpaBHUTENbHAs  dNuAeMHoJornueckas  xapakrepuctuka BK  wm OPJI.  Bcee

BBITICTICPCHUCIICHHOC OIMPCACIINIIO LCIIb U 3a4a4Y1 NCCIICIOBaHNA.
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Crenenb pa3pado0TAHHOCTH TeMbl HCCJIEIOBAHUS

CyniecTBeHHBI BKJIaJ B MOCIEOHUE TOAbl B HM3YYEHUM OCTPOMl pPEBMATUUYECKOU
muxopaaku BHecn benos b.C. (2009), M.I" Kantemupoga (2018), F0.1O. Hosukosa (2019)
U JIpyrue OTE€YeCTBEHHbIE HMccieaoBartenu. B ux paborax Mog4epKUBAIOTCS OCOOCHHOCTHU
AMUJEMHUOJIOTUH, KIIMHUKO-1a00paTOPHBIX U HHCTPYMEHTAJIbHBIX MTOKa3aTeIeH, UCXO010B IIPH
OCTpPOM PEBMATUUYECKOI JINXOPAJIKE.

Nzyuennro BK B Hamieil crpaHe mocBsiieHbl muoHepckue pabdotel JI.B. bperensb
(2006), I'.A. JIpickunoii (2013), O.I'. Ilupunckoii (2008) u apyrux. B atux padotax ocodoe
BHUMaHue yjensiercs npobieme runonuarfoctuku bBK, xotopast cBsizaHa ¢ KIMHUYECKUM
nouMopu3MoM, CyIecTBOBaHMEM TMOJaHONM U HemoysHOM ¢opmbl BK. Takxke B HuX
MPEJICTABICHBl  JMUJIEMUOJIOTHUECKHE OCOOCHHOCTH JaHHOrO 3a0o0JieBaHMs, Kak B
Poccuiickoit ®enepanuu, Tak U B Mupe. B 1ensx cHWXEHHMs pHUcKa (opMHUpOBaHUs
nprOOpPETEHHBIX 3a00I€BaHU cep/Iila akTUBHO 00cyxaaeTcs Bonpoc tepanuu bK, ocobenHo

PE3UCTEHTHBIX (HOPM.

eab ucciaenoBanmsi:
ONTUMU3AIIS MEAUIIMHCKOM MOMOIIIH JIETAM ¢ Oosie3HbI0 KaBacaku Ha OCHOBAaHUM U3yUYEHUS
AIUJAEMUOJIOTHYECKON, KIMHUYECKOH, J1abopaTOpHO-UHCTPYMEHTAIbHONH U  (apmako-

SKOHOMHYECKOM XapaKTCPUCTUKHU 3a00JIeBaHHs.

3agaum ucciae0BaHUA:

1. TlpenctaBuUTh CpaBHUTENBHYIO JeMOTpaUYECKYI0O H OIUICMHOIOTHYECKYIO
XapakTepucTuky 0one3nu KaBacaku v ocTpoil peBMaTHUECKOM JIMXOPAKU, YaCTOTY UCXO/I0B
U TIOCJIEICTBUN JaHHBIX 3a00JI€BaHUIA.

2. OmnucaTh KIMHUYECKYI0 M J1AOOPAaTOPHO-MHCTPYMEHTAIBHYIO XapaKTEPUCTHUKY
NAMEHTOB B OCTPbIN nepuoj 6one3nu Kapacaku.

3. OnpenenuTs 4aCTOTy U 0COOEHHOCTH HEeTOIHOH Gopmbl Oone3Hn KaBacaxu.

4. OnpenenuTh 4YacTOTy U OCOOCHHOCTH pPE3UCTEHTHOW (opMbl 3abosieBaHUS B
3aBHCHMOCTH OT KIIMHHUYECKOH MaHupecTamu 6one3nn KaBacaku.

5. TlpoBecTn KIMHUKO-()apMaKOAKOHOMHYECKOE OOOCHOBAaHWE Tepamuu OO0JIe3HU

Kasacaxku.



Hay4yHast HOBU3HA

VYcranosnena yactora BK u OPJI B cTpykType rocnuTaau3upOBaHHBIX NAlMEHTOB
MHOronpo(uiabHOro cranuoHapa weranoauca c¢ 2012 mo 2018 rr. B pamkax
JOHTUTYAUHAIBHOTO  HccienoBanus. [lpoaHanmusupoBaHa vacToTa U NPUYUHBL
runoguarsoctukn bK m OPJI Ha porocnurTalbHOM dTalle, CBSI3aHHOM C KIIMHHUYECKUM
noJMMOP(PU3MOM TaHHBIX 3a00JI€BaHUIA.

OmnpeneneHo TMOBBIIICHHUE YPOBEHS OaKTepUIMAHOTO O€eJKa, IOBBIIIAIOIIETO
POHHUIIAEMOCTb (bactericidal permeability-increasing protein, BPI) u
aunonoarcaxapuacssasbiBatomero Oenka (lipopolysaccharide binding protein, LBP) vy
IIallUEHTOB B ocTpoM nepuone bK.

Omnpenenena vactota pesucteHTHo ¢opmbl BK u ee ocobennoctu. IlpoBeneno
KIIMHUKO-(apMaKkodKOHOMUYECckoe obOocHoBaHue Tepanuu bBbK, mpomemoHcTpupoBabiiee
MEHBIIIYIO CpeAHiol ctouMmocTh Tepanuu WI'BB u sTanepuenTtoM Mo CpaBHEHUIO C

NBYXKpaTHbIM BBeAeHueM MI'BB.

IIpakTHYeckas 3HAYUMOCTH

C uenbto cHMKeHUs yacToThl runoanarnoctuku bK u OPJI HeoOxoaumo npoBeaeHue
HIXPOKOTO UHPOPMUPOBAHUSI BpaUei-ieIuaTpoB, Bpaue o0IIei MpaKkTUKU, Bpauel T1eTCKIX
KapJIMOJIOTOB, Bpadyeil peBMATOJIOTOB O JUATHOCTUYECKUX KPUTEPHUSIX JaHHBIX 3a00I€BaHUM,
ocobeHHocTsAx kinHUYeckux (opm BK (monHas, HemonHas), 4YTO 1EIECO00pa3HO
OCYIIECTBJISITH B paMKaX CHCTEMbI HEMPEPHIBHOTO MEIUIIMHCKOTO OOpa30BaHMsI, a TaKKe
MyTeM MPOBEACHUS KOH(DEPEHIINI 1 CUMIIO3UYMOB.

Jmarnoctuueckas mporpamma y aereil ¢ BK, kpome mpoBeneHus o0s3aTenbHBIX
UCCIEOBaHUM, TaKUX KaK OOIIMI KIMHUYECKH aHaIN3 KPOBH C OMpEJeiICHUEM YPOBHS
JICHKOIMTOB, JEUKOIMUTAPHOW (QOPMYIbI, YPOBHS TPOMOOIIMTOB, CKOPOCTH OCEIaHUS
sputportoB (COD), oOmmii aHamu3 mMoud ¢ W dxokapaworpapuu (OxoKI'), momkHa
BKJIIOUATh B ce€0s1 OMOXMMHUYECKHI aHAIIU3 KPOBU C OIpeeseHueM ypoBHS C-peakTHUBHOTO
oenka (CPB), ypoBus obmmx IgA, 1gM, 1gG, ypoBHs mpokansiuToHnHa, ¢pepputuHa u D-
JuMepa, a MPU HaJWYUU TIOKa3aHUN - ynbTpa3BykoBoe uccienoBanue (Y3U) opranos
OpIOIITHOM MOJOCTH U CYCTaBOB, METOJIbI BU3YAITH3AIUU TIepU(PEepUIECKUX COCYIOB.

[Ipu nposenennn tepanuu BK HEoOX0IMMO OIEHWBATH TEMIIEPATYPHYIO PEAKIIUIO,

KOTOpast SIBISICTCSI OJHMM M3 B@KHBIX NPEIUKTOPOB PE3UCTEHTHOW (OPMBI JaHHOTO



3aboneBanus. OTCyTCTBHE HOpPMalW3allid TEMIEpaTypsl Tela B TeueHue 48 4. mocrne
onHokpatHoro BBeacHuss MI'BB B nmosze 2 r/kr tpeOyer moBTOpHOTO BBeAcHus MI'BB B
NpekHEH J103€ U pPacCMOTPEHUST BO3MOXKHOCTU TMPUMEHEHHS TE€HHO-WHXKEHEPHBIX
OMOJIOTMUECKUX MPETmapaToB.

Y nanueHToB ¢ pe3ucTeHTHOM ¢opmoii BK, Tepamus KOTOphIX 3akiioyaiach B
nBykpatHoM BBefeHun MI'BB B mo3e 2 1/kr B coueTaHMM C dTaHEPIICNITOM, HaOJ01aI0Ch
Oomee peaKoe mopakxeHue ria3 B AedroTe 3a0oeBaHus, 00Jjiee 4acThlii TPOMOOIIMTO3 B 00IIEM
KJIIMHUYECKOM aHallu3€ KPOBU NPHU MOCTYIUJICHWHU, MPOTEHYpHUs, YacToe (popMuUpoBaHUE
KopaHapuTa. XapakTepHas OCOOCHHOCTb TeYeHHUs JaHHOW ¢opMbl 3a00IeBaHUS
3aKiIovyanach B OTCYTCTBUM (opMUpOBaHUsA Majibix aHeBpu3M KA, B CBA3UM C 3TUM
HEO0OXOIMMO OIIEHHWBATh BBINICONMUCAHHBIC MPEIUKTOPHI JaHHOKW (OpMBI 3a00JICBaHUS IS

dbopMHupOBaHUs CBOEBPEMEHHOM ONTUMAIBHOM TAKTUKH JICUCHUS.

MeTo01010THsI © METOAbI HCCJIEIOBAHUS
Metoponornyeckasi OCHOBa IHCCEPTAIIMOHHOW paOOTHI CIUTAaHMPOBAaHA COTJIACHO
MOCTABIICHHOM 1IeJIM U 3a/ladyaM HCCIIeIOBaHUS U BKIFOUAET MOCIEA0BaTEIbHOE PUMEHEHNE
METOJIOB HAYYHOTO IIO3HAHHUS C IEJbI0 pENICHUS TOCTABJICHHBIX 3a7ad. JluzaiH
UCCJIEIOBAHUS TIPEJICTABISIET CO00M OTKPBITOE HEKOHTPOJIUPYEMOE HEPAHIOMU3UPOBAHHOE
KOTOPTHOE MPOCIIEKTUBHOE OJHOIIEHTPOBOE CPaBHUTEIBHOE MCCIIeoBaHne. B paboTte Obun
UCIIOJIb30BaHbl  KJIMHUYECKHE, JTabopaTOPHO-UHCTPYMEHTANbHBIC, aHAIUTHUYECKHE U

CTaTUCTUYCCKUEC MCTOAbI HCCIICJOBAHUA.

BHenpenue pe3yJbTaTOB padoThl B IPAKTUKY
Pe3ynbrathl AuccepTaliMOHHOW paOOTHl BHEJIPEHBI B MPAKTUYECKYIO NESITEIBHOCTD
OTHAEJICHUS] PEBMATOJIOTUM, OTIAEJIEHUS peaHUMalud W HMHTEHCUBHOW TEepanmuu W
obpazoBatenpHbii  Tporiecc ['BY3 «Mopo3oBckas geTckas TOpoOACKas KIMHUYECKas
oonmpaunay (MIAI'KB) J[lemapramenta 3apaBooxpaHeHHs ropona MOCKBBI, Kadeapsl
neauatpuu u kadenpsl qokazarenbHoit Menuinabel ®TAOY BO «Poccuiickuii yHUBEpCHTET

TPY>KOBI HAPOIOBY.



OcHOBHBIE OJI0KEHUS, BBIHOCHMbIEC HA 3AIIUTY

1. TMamuentst ¢ BK xapakrepusyroTcss KIMHHMYECKOW U J1abOpaTOpHO-
WHCTPYMEHTAIBHOM Te€TEPOTeHHOCTHIO B 3aBHUCHUMOCTH OT MaHHU(ecTaluu U OTBETa Ha
TEepanuvio, BKJIKOYAs JETEW, OTBEHAIOIIMX Ha OJHOKpatHoe BBereHue MI'BB, nBykpatHoe
BeeneHue WIBB wu  TpeOyrommx  mOpoBeneHUs  TEpanud  IE€HHO-MHKEHEPHBIMU
OMOJIOTMYECKUMHU TperapaTami.

2. CoBepleHCTBOBaHME MEIMIMHCKOM mnomouu manueHtaM ¢ BK cocrout B
MOBBIIICHUU YPOBHSI THAarHOCTUKH HA JIOTOCHUTAIIBHOM 3Tare, CBOEBPEMEHHOW TEparuu
NT'BB c onienko# oTBeTa yepe3 3-€ CyToK ¢ oBTOpHbIM BBeZieHueM VI'BB unu HazHaueHnem

ATaHEpLENTa, 0053aTeIbHBIM 3X0KapAuorpauyecKuM KOHTPOJIEM B IIOJOCTPOM IIEPUOJIE

CooTBeTcTBHE JUCCEPTANUN NACTIOPTY HAYYHOH CIeNMATBHOCTH
Juccepraiuss COOTBETCTBYET IacmopTy HaydyHou crneuwanbHoctu 14.01.08 -
neauarpusi, GopMyse CIenruaIbHOCTH — 00JIaCTh KIMHUYECKON MEIMIIMHBI, H3ydaromias
3/10pOBbE peOeHKa B MPOLECCE €r0 Pa3BUTHUS, (PU3UOIOTHIO U MATOJIOTHIO IETCKOI0 BO3pACTa,
a Takke pa3pabarbIBaoIas METO/bl JHUATHOCTHKHU, MPOMUIAKTUKH U JICUCHUS IETCKUX

Oone3neit. Pabota cooTBEeTCTBYET 00J1aCTH UCCIEI0OBaHUS TyHKTaM 1 u 6.

AnpobGanus padoTbl

Matepuansl 1uccepTallMOHHON paboThl OBLTH JOJIOKEHBI Ha CIEAYIONIUX HAYYHO-
o0pa3zoBaTebHBIX MeponpusaTHAx. I MOCKOBCKHI ropojickoi cbhe3n meauarpos, Illkoia
nerckoro peemarosora. (Mocksa, 2015 r.); VII Konrpecc nenuatpos ctpan CHI' «PebGeHok
U 00IIecTBO: MPoOIeMbl 310pOBbs, pa3Butus U nutanus» (Coum, 2015 r1.); Temaruueckoe
cexkunoHHoe 3acenanne XXXX KOOuneitHoi MtoroBoit HayyHoi KoH(epeHUnn o01iecTBa
MoJoneix ydeHbix (MockBa, 2018 1.); IV MOCKOBCKHII TOpOJICKOH CBhe3ll TEeaAuaTpoB
«Tpynsblii AMarHo3 B neauaTpud. MynbTUIMCIUIUIMHAPHBIA TOIX0/. 3HATh U HE 00SATHCS
(Mockaa, 2018 r.); III Beepoccuiickast HayuHast KOH(pEPEHIIUS ¢ MEKITYHAPOIHBIM y4aCTHEM
«KimHu4ecKkre U TeOpeTHUECKUE acleKThl coBpeMeHHON MenuiuHbi-2018» (Mocksa, 2018
r.); XVII Konrpecc pnerckux WHGPEKIMOHUCTOB Poccun «AKTyaabHBIC BOIPOCHI
UHQPEKIIMOHHOW MAaTOJOTUM M BakinuHomnpoduiaktukm» (Mocksa, 2018 1.); 3acemanue
KapAHMOPEeBMATOJIOTUYECKON CeKIMu MOCKOBCKOro o00IecTBa JETCKMX Bpadeil Ha 0Oasze

[II'MY um. 1.M. CeuenoBa (Mocksa, 2019 r.); V MockoBckuii cbe3n neauarpos (Mockga,



2019 r.); Konrpecc PRES/EULAR (Manpun, Ucnanus, 2019 r.); [lepBbiii Bcepoccuiickuii
KOHIPECC JIETCKUX PEBMATOJIOTOB ¢ MEXAyHapoaHbIM ydactueMm. (Mocksa, 2019 r.); XIX
Konrpecc nerckux uHPeKUnOHUCTOB Poccum «AKTyallbHbIE BOIPOCHl HMH(PEKIMOHHOU
MaTOJIOTHUH U BakimHonpodrtaktukm» (Mocksa, 2020 r.).

Anpobanusi 1uccepTallMOHHON pabOThl COCTOSIACh HA METOAMYECKOM COBEIIAaHUU
kadeapsl neauarpun Meaumuackoro nHCTUTYTa PI'AOY BO «Poccuiickuii yHUBEPCHTET

TpyXOb1 Hapo0B» 23 utoHs 2020 roma

JInunblii BKJIaJ aBTOpa
ABTOp HENOCPEACTBEHHO YydYacTBOBaja B BbIOOpPE HAINpaBICHUS HCCIEI0BaHUS,
OCYIIECTBIISIIIA JICUEHUE MAIMEHTOB, aHATU3 U 0000IIeHHE TTOYYSHHBIX JaHHBIX. ABTOPOM
IPOBEJIEH aHAJIU3 UCTOPUM OoJie3HEeW MAlMEeHTOB, BKIIOYEHHBIX B JIAHHOE HCCIIEOBaHUE,
UHTEpIpeTaIs J1ab0paTopHO-UHCTPYMEHTANBHBIX JIaHHBIX. ABTOpP HEMOCPEIACTBEHHO
OpUHUMAJl ydYyacTHe B TPOBEJICHUU CTATUCTHUECKOW U aHAJIUTUYECKON 00paboTKu
MOJIYYEHHBIX JAaHHBIX, B OOCYXJIEHUM U OO0OOIIEHUH TMOJTYyYCHHBIX PE3yJIbTATOB C

IMOCJICAYIOIIUM BHCAPCHUCM HX IIPAKTUKY.

[Myoaukauuun
[To TeMe HayyHOTO HMccneOBaHUs ONMyOIMKOBaHO 16 meyaTHBIX paboT, B TOM YHCIIe
yuebHoe mocodue, 6 crareil B )KypHalslaX, BKIIOUEHHBIX B [IEpeUeHb NEPUOINIECKIX U3/IaHUH,

pexomenayeMbix BAK P®, 4 ctaThu, HHIEKCHPOBAHHBIX B 0a3e JaHHBIX SCOPUS.

O0beM u CTPYKTYpa AMcCePTALMHU
Huccepramus usnoxkena Ha 170 cTpaHuIlax MaIIMHOMUCHOTO TEKCTa, COCTOUT W3
BBEJICHMSI, 0030pa JIUTEpaTyphl, I7IaB, OMMCHIBAIOLINX MMAllUEHTOB U METObl UCCIIEIOBAHMS,
pe3ynbTaThl HUCCIENOBAaHUSA, TPU KIMHUYECKUX MpUMeEpa, OOCYXKIeHHEe pe3yJbTaToB,
NEePCIEKTUB JalbHEHIel pa3paOOTKU TEMBbl, BBIBOJIOB, MPAKTUYECKHX PEKOMEHIAIHH,
CIHCKa UCTIOJIB30BaHHOMN JTUTEepaTypbl. CIIMCOK MCIIOJIb30BaHHOM JINTEpaTyphl BKIto4yaeT 137
UCTOYHUKOB, M3 HHX 19 Ha pycckoM u 118 Ha uHOCTpaHHBIX s3bIkax. Pabota

WILTIOCTpUpoBaHa 94 tabnuuamu u 16 pucyHKkamu.



COJEPXAHUE PABOTbI

IHauueHTHI 1 METOABI HCCICAOBAHUSA

Marepuanbsl IUCCEPTALIMOHHOTO MCCIIEIOBAHUS MOJYYEHbl B XOA€ KIMHUYECKUX
HaOI0IeHU 1 00CieIoBaHMs TAIMEHTOB B nepuoy ¢ stHuBaps 2012 r. mo nexadbps 2019 r. Ha
kadpeape mnenuatpun PYJIH Menunmackoro uHcturyta PIAOY BO «Poccuiickuii
VHUBEPCUTET JApPYKObI HaponoB» Ha 0a3e OTHENEeHHUS KapAUOPEBMATOJOTHH U
nyabeMoHoJioruu (¢ ssuBapst 2012 r. no gexadps 2017 r.), peBMaTOIOTMYECKOT0 OTIEIEHHUS (C
saBaps 2018 r. mo gekabpes 2019 r.) I'bY3 «MII'Kby» [lemapramenTa 31paBoOXpaHECHHS
ropojia MoCkKBBI.

B uccnenoBanue Obutn BFOYeHB 198 manuenTos, u3 Hux 174 (111 manbunkos, 63
nesouek) ¢ BK B octpom nmepuoe 3aboneBanus (Meauana Bospacra 19 mec, [MKP 26 mec)),
u 24 (14 manpumkoB, 10 aeBouek) ¢ OPJI B Bo3pacte oT 2 MecsueB a0 17 aer (MennaHa
Bo3pacra 10 ner [MKP 7 ner]), rocnutanusupoBannbix B 'BY3 « MII'Kby» [lenapramenra
3apaBooxpaneHus ropoaa Mocksel ¢ stHBapst 2012 r. mo nexabps 2018 r.

Kputepuu BKJIIOYEHHNA: COOTBETCTBUE IUATHOCTUYECKUM KPUTEPHSIM 3a00JIeBaHUS
(BK u OPJI), Bo3pact ot 2 mecsueB a0 17 mer. BK gmarHoctupoBaiv Ha OCHOBaHUU
pexomenpanuii AHA (2004), OPJI — Ha ocHOBaHMHM MOAM(PUIIMPOBAHHBIX KPUTEPUEB
Kucens-Jl>xoncona AHA (2015). AneBpusmbl KA cuntanuch ManbIMy, €ClIM X BHYTPEHHUN
muameTp 1o JaHHeM OxoKI' Obutl <5 MM, CpeHUMU MPU BHYTPEHHEM JUaMeTpe 5-8 M,
THTaHTCKUMHU TIPU BHYTpeHHEM auamerpe >8 mm [Newburger J.W., et al., 2004].

Kpurtepus uckiarwovenusi: OPJI y nanmenra ¢ BK, bK y nanmentos ¢ OPJI, Bo3pact
Miafire 2 mecsreB U ctapire 17 et 11 mecsues u 29 naer, Hanmnune BUY-uapekmmm.

Ju3aiiH MCC/IeIOBAHUSL - OTKPBHITOC HEKOHTPOIUPYEMOE HEpPaHIOMHU3HPOBAHHOE
KOTOPTHOE TPOCHEKTHBHOE OJIHOIIEHTPOBOE CpaBHUTEIbHOE uccienoBanue. Pabora

NpoBOAMIACE B 5 dTamnos (Tabmnuna 1).
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Tabmuma 1 — Jlu3aiiH uccieqoBaHus

Sra XapaKTepuCTUKa ['pymmer (aucio
OOJIbHBIX)
CpaBHuTenbHAS nemMorpadudeckas u 1(174), 2 (24)
1 SMHUIEMUOJIOTHYECKAs XapaKTepUCTHKa marreHToB ¢ bK
u OPJI c omnpeaeneHueM 4YacToThl (HOPMHUPOBAHHUS
MPUOOPETEHHBIX CEPACUYHO-COCYIUCTHIX MTOPAKEHUH.
9 Knuandeckass w  ymabopatopHas — XapaKTEpUCTHKA 1(174)
nanueHToB ¢ BK B octpom nepuoe 3aboneBanusl.
CpaBHuTENbHAS nemorpaduueckas, | 1A (136), 1B (38)
3 AMUIEMHOJIOTHYCCKAs, KIMHUYECKas, JlabopaTopHas H
MHCTPYMEHTaJIbHAs XapakTepuctuka bK B 3aBucumocTu
oT (hopmbl 3a00s1eBaHUsI (ITOJIHAS U HEMOJIHASA).
CpaBHuTeTHHAS nemorpaduueckas, | 1S (158), 1R (16)
SMHUAEMHOJIOTHYECKas, KIMHUYecKas W JabopartopHas | 1AS (124), 1AR
4 XapakTepucTuka manueHtoB ¢ bK B 3aBucumoctu ot (12)
OTBETA Ha TEPAIHIO. 1BS (34), 1BR (4),
1RE (5)
5 Kimnanko-papmMakodKOHOMHUYECKOE 000CHOBaHHE 1S (158), 1RD
teparnu BK B 3aBrCHMOCTH OT OTBETa Ha TEpPaIHIo. (11), 1RE (5)

Ipumeuanus: epynnoi: 1 — nayuenmsr ¢ BK, 2 — nayuenmwvr ¢ OPJI; nodepynnei: 14 —
nayuenmsl ¢ noanou gpopmou BK; 1B — nayuenmot ¢ nenoanou gpopmoit BK; 1S — nayuenmsi ¢ BK,
yygcmeumeinvhvie Kk 1-ou aunuu mepanuu UI'BB; IR —nayuenmul ¢ BK, pezucmenmmusie k 1-oti iunuu
mepanuu UI'BB; 1AS — nayuenmul ¢ nonnoi ghopmoii bBK, uyscmeumenvhule k 1-otl tunuu mepanuu
UI'BB; 1AR — nayuenmul ¢ noanou ¢hopmoti BK, pesucmenmnule x 1-ou nunuu mepanuu UI'BB; 1BS
— nayuenmul ¢ Henoanou ¢opmou BK, uyscmeumenvrnvle k 1-ou nunuu mepanuu UI'BB; IBR —
nayuenmul ¢ HenoaHot gpopmoti K, pesucmenmmuule k 1-oti aunuu mepanuu UI'BB; 1 RE — nayuenmol
¢ BK, pezucmenmusie x 1-ou aunuu mepanuu UI'BB, nonyuarowue smanepyenm, 1RD — nayuenmeot
¢ bK, pesucmenmuvie x 2-ou aunuu mepanuu MI'BB.

Bcem mammentam ¢ BK mpu rocnurtanuzanuu npoBOIWIMCH OOIIMI KIMHUYECKUI
aHaJIM3 KPOBHM C ONpENEICHUEM YPOBHS JIEHKOLUTOB, JIEMKOUUTAPHOU (HOPMYJbI, YPOBHS
tpomboruroB, COD (mo Becreprpeny), oOmmii aHaIM3 MOYHM C ONPEACIICHHEM YPOBHS
JEUKOLUTOB, SPUTPOLIUTOB U Oelika, OMOXUMHUUECKUN aHAIN3 KPOBH C ONPEACTICHUEM YPOBHS
CPb; y 25 G0nbHBIX ONMpenensics YpOBeHb TPOKAIbIIUTOHNHA,; ¥ 30 MallUeHTOB ONpeAesUIH
ypoBenb BPI u LBP, ¢epputuna u D-numepa; y 50 - ypoens obmmx IgA, IgM, IgG B
CBIBOPOTKE KpoBHU. BeceM manmenTam npu rocnuraiuzanuu nposoauiack IKI' u OxoKT', o
noKa3aHusIM MpoBoaAuiock Y3UW opraHoB OpIOIIHOHM MONOCTH U cycTaBoB, a Takke KT ¢
BHYTPUBEHHBIM  KOHTpAacTHUpOBaHWEM (NIPOBOJAWJIACH I JIMarHOCTUKH  aHEBPHU3M
nepudepruuecKux apTepuil).

Jlnst hapmMako-3KOHOMHUYECKOTO 00OCHOBAaHHUSI CTOMMOCTH Kypca JISUeHUS MMallueHTOB

¢ bK Obpun N3YYCHBI JOIIOJHHUTCIBHBIC 3aTPAaThl, CBA3AHHBIC C BBECACHUCM JICKAPCTBCHHBIX
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cpenctB (Tepanus nepBoil nuHME - BBeneHue MI'BB wu3 pacuera 2 r/kr B coderaHuu ¢
areTricanuiioBoit kuciaotoi (ACK), Tepamusi BTOpO# JHMHHU - TOBTOPHOE BBEICHHE
NI'BB u3 pacuera 2 r/kr B couetanuu ¢ ACK u Tepanusi TpeTheil IMHUU - UCIIOJIB30BAHHE
staHeprienta u3 pacuera 0,8 mr/kr 1 pa3 B Hememo Ne3d) M KOJWYECTBO KOMKO-THEH,
IPOBEJICHHBIX NAlMEHTOM B cTanuoHape. IIpoune Buabl 3aTpar He pa3invyaInuch U ObUIN
NPUHATHl PaBHBIMU. AHalIW3 CTOMMOCTH TEPANMHU IMPOBOAWIICA HAa OCHOBAHUM CPEIHHUX
OTITOBBIX II€H, TIPEACTaBICHHBIX B 0a3e maHHbIX "@apmunaekce" ot 1 okTaops 2019 r.
CraTucTnyeckyo o0padoOTKy pe3ysIbTaToOB NPOBOJMIM, YUUTHIBAs paclpeieieHe
npu3HakoB (kputepuit [llanupo-Yuika), oTIMYHOE OT HOPMAITBHOTO, UCTIOJIB30BAIIU METO/IbI
HEIapaMeTPUYECKON CTaTUCTUKH. [IpoBoawiace IpoBEpKa HYJIEBOM CTAaTUCTUYECKOU
TUIOTE3bl O PAaBEHCTBAX pACIpPEEICHUIN B TPYNIaxX, a TAK)KE BBISBIICHHE TE€X MOKa3aTeleu,
JUIs1 KOTOPBIX HYJIEBAasl TUIIOTE3a OTBEPraeTCs B MOJIb3Y AIbTEPHATUBHOM C NOATBEPKICHUEM
HaJU4Msl CTATUCTUYECKH 3HAUMMBIX pazinyuii Mexnay rpynnamu. g cpaBHeHHs 2-X
HE3aBUCHMBIX  BBIOODOK MO  KOJMYECTBEHHBIM  [OKa3aTeliiM  HMCIOJIb30BaJICs
HenapaMmeTpuiyeckuil Kputepuid MaHHa-YUTHM, a [Uid CpaBHEHUs 10 OWHapHBIM U
HOMUHAJIBHBIM NOKa3aTessiM — Kputepuil Xu-kBajpat [lupcona. C 11e1b10 U3yyeHus CBsI3H
MEXIy SBICHUSAMHU, NPEACTABICHHBIMU KOJIMYECTBEHHBIMU JTaHHBIMH, DPACIPEACICHHE
KOTOPBIX OTJINYAJIOCH OT HOPMaJIbHOTO, UCIIOJIB30BAICS HEMAPaMETPUUYECKU METO — pacyeT
kod¢p¢uurenTta paHroBod  koppemsuumm — Cnupmena. [IporHoctuueckas  MOJEINb,
XapakTepu3ylolasi — 3aBHUCHUMOCTb  KOJIMYECTBEHHOW  TepeMeHHOH OT  (haKkTopos,
NPEJCTaBICHHBIX KOJMYECTBEHHBIMU ITOKA3aTEsIMH, pa3padaThiBajach C MOMOIIBIO METO1a
NapHOM MJIM MHOXECTBEHHOM soructuueckoi perpeccun (MJIP). Jlns oueHku kauecTBa
noi0opa TMHeHHON QyHKIMK paccuuThiBasics KoddduineHT nerepmunanuu. Mcciaenosanue
B3aMMOCBSI3M  MEXJy OMHApHBIMU MpPU3HAKAMH  OCYHIECTBISUIOCH TPU  [OMOILIHU
kod(dduimeHTa Koppeasaiuu Ma3ThiOca ¢ HCIOJIB30BaHUEM KpuTepus Xu-KBajapar. B Tex
cly4asx, KOrjJa 4YHCJIO OXHUIAEMbIX HAOMIOJCHHN B JIOOOH M3 SYEEK YETHIPEXIOJIbHOU
TabIUIIBI OBIITO MEHEE S5, IS OIIEHKU YPOBHS 3HAUMMOCTHU PA3IMUUN HCITIOIb30BAJIC TOUHBIN
kpurepuii ®umepa. B kadecTBe KomuuecTBeHHOW Mepbl 3¢ddexTa mpu cpaBHEHHU
OTHOCHUTEJIbHBIX MOKa3aTenel HaMHu HCIOIb30BaJICs NoKa3arenb oTHowmeHus mancos (OILLD),
paccuuThIBaIMCh TpaHulbl 95% nosepurensHoro untepsana (95% ). CpaBHeHus Tpex u
Oosiee rpymnm Mo KOJIMYECTBEHHBIM IIKaJlaM MPOBOJIMIMCH Ha OCHOBE HEMapamMeTpUyeCcKOro

kputepus Kpackena-Yomneca. @opmupoBanue pedTHHTa BIMSIOMHUX (PAKTOPOB pHUCKa Ha
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KJIIOUEBBbIE TOKa3aTelIM OCylIecTBIsuioch ¢ nomoipio  ROC-ananmuza.  YpoBeHb

CTATUCTUUYECKOW 3HAYMMOCTH ObLT 3a(pKCHPOBaH Ha ypoBHE BepossTHOoCcTH omuoku 0,05.

Pe3yabTaThl COOCTBEHHBIX MCCIEI0BAHUI

Ha nepeom smane uccnedoeanus Obuio ycTaHoBieHO, uTo bK wame mopaxaer
MaJbYMKOB (COOTHOIIICHUE MAJIBUYUKH : JeBOoYkH = 1,76:1), panHero Bo3pacTta (25,91+£22,83
MecsIeB), MPEUMYIIECTBEHHO B BECEHHE-JIETHUH M OCEHHUH MepUolbl, MPH STOM Y
HEKOTOPBIX U3 HUX MOTYT (hopMHpoBaThcs cToiikue aneBpusmsl KA (6,3%), B 1,7% cioyuyaes
BK moxer npuBoauTh K seraibHbiM ucxonam (1,7%). Ilpu OPJI manpuuku U J1€BOYKHU
OOJICI0T ¢ OAMHAKOBOM YaCTOTOM, MPU ATOM CpeIHMUM Bo3pacT aered, 3aboneBmux OPJI,
coctraBm 122,1 mec. Y namuenToB ¢ OPJI He BBISABICHO ITMKOB CE30HHOM 3a00JIEBAEMOCTH,
He ObUIO 3apETUCTPUPOBAHO JETANBHBIX UCX00B. B crpykType nanmentos MAI'Kb B 2012 -
2018 rr. BK u OPJI cocraBnsger 0,018-0,032% u 0,001-0,006% cooTBeTCTBEHHO. AHaIu3
HAIPABUTENbHBIX JUArHO30B IIO3BOJWJI BBISBUTH YAacCTOTY TUIIOAMATHOCTHKU CpPEIu
rocnutanu3npoBanHbeix nanueHToB ¢ bK u OPJI, paBHyro 86% u 92% COOTBETCTBEHHO,
KOTOpasi MOXKET CBUETEIbCTBOBATh O HU3KOM YPOBHE OCBEOMIIEHHOCTH Bpaydei O JIaHHBIX
3aboneBanusx. Haumbonee pacmpocTpaHeHHBIM JaMarHo3oM Yy OonbHBIX ¢ BK mpum
nocryruiean sBisiack «OPBU» (60,9%), y 6omapHBIX ¢ OPJI — «peakTUBHBIN MOIHAPTPUT
(38%). Ananu3 yacToThl (hopmMupoBanus nmopaxkenus cepamna u KA scneacrsue OPJI u BK
MOKa3aj, 4To OHa ObUIa COMOCTaBMMa B JBYX TpYIIax NAlMEHTOB MO a0COIIOTHBIM
nokazatessiM (18 nereit ¢ XPBC u 11 nereii co croiikumu aneBpuzmamu KA 3a aHanoruysslii
nepuox). B 2018 r. ormeudaercs npupocT rocnutanuzanuii nanueHtos ¢ OPJI B 4 paza no
cpaBHeHuto ¢ 2012 r., yucio TocHUTANIM3UPOBAHHBIX O0NMbHBIX ¢ BK 3a manHbIil nepuon
YBEJIUYWIOCH B 5 pas.

Ha emopom smane uccnedoganusn OblI0 YCTAHOBIEHO, YTO KIIMHUYECKUE CUMITOMBI
BbK BcTpewanucek co cienyroniei yactorou: guxopaaka - 100 %, 1ByCTOpOHHSISI UHBEKLIMS
COCYZIOB KOHBIOHKTUBHI - 91,3 %, m3meHenus ry0 w/wnm portoBoil monoctu - 89,1%,
U3MEHEHHs nepu(epruieckux OTAeI0B KoHeuHocTed - 78,2%, nuddy3nas u monumopdHas
ChINb - 95,4%, meitnas mumdanenonatus - /8%.

B tabnune 2 npencrasieHsl 1a00paTOpHbIE TOKa3aTeNH HAOIIOAaBIINXCS MTAIIUCHTOB

¢ BK B ocTpoMm nepuope 3abosieBaHusl.
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Tabnuua 2. — JJabopaTopHble nokazaTenu nauueHToB ¢ bBK B octpoM nepuojie 3a6oneBanus,

Me [MKP]

IHoka3arean

3HavyeHHne MoKa3arejs

KonudecTBo neiikonuTos, x10%/1

18,6 [16,13;43,3]

KonmugectBo TpomMGouTtos, x10%/1 364 [291;516]
VYposeus CPB, /1 0,06 [0,002;0,11]
COD, mm/gac 64 [41;110]

YpoBeHb peppUTHHA, HI/MI

158 [69,5;281,5]

Yporenb D-nmumepa, HI/MIT

669 [428;1553]

VYposens IgM, mr/mn

173 [144,25;213,75]

Yposens [gG, mr/mn

1889 [1568;2352]

VYposenb [gA, mr/mn

144 [114,75;203,75]

VYposens BPI, nk/min

2 374,50 [1 404,75;2 652,0]

Yposens LBP, ar/mn

26,25 [20,52;34,3]

YpoBeHb JIEHKOIIUTOB B MOYE, KJIIETOK B I1/3p

35 [8;250]

YPOBEHDb 3PUTPOLUTOB B MOYE, KJIETOK B I1/3p

22,5 [7:50]

YpoBensb Oenka B Moue, I/11

0,70 [7,0:50,0]

Octpeiit mepuoa BK compoBoxgaeTcst reMarosiorMuyeckuMH  (HEHTpO(UIBHBIHN
neikonuTo3 — y 47% 60abHBIX, TpoMOOINTO3 — Y 37,3%), OMOXMMHUYECKUMH (TIOBBIIIICHHUE
CPb — 74,1%, depputuna - 52,2%, D-mumepa — 34,8%, npokansiuronuda — 10,3%)
MpU3HAKAMU CUCTEMHOTO BOCIAIMTEILHOTO OTBETA, TUTIEPUMMYHOTTIO0YIMHEMHEH KJIacCOB
M (47,9%), G (70,8%), A (64,6%). Ha ocHOBaHMHM KOPPEJSIITUOHHOTO aHalu3a ObLIH
BBISIBIICHBl CTAaTUCTUYECKH 3HAYUMBIE TIOJIOKUTENbHA CHJIbHAS B3aHUMOCBS3h MEXIY
NOBBIIIEHUEM ypoBHS D-aumepa u kommuectBoM TpomborutoB (Rs = 0,86, p=0,019) y
nanueHToB ¢ bK mpu mocTymieHun, mosoKuTenbHas B3aWMOCBSI3b MEXKAY MOBBIIIEHUEM
oOmiero konmuectBa JeikonuToB u yckopenuem COD (Rs = 0,521, p=0,039) u
MOJIOXKUTEIbHAS YMEPEHHAs B3aUMOCBSI3b MEX Ty MOBHIIIICHUEM YPOBHS IgA U KOIMYECTBOM
tpoMbonuToB (Rs = 0,560, p=0,046). 3meHeHus B aHaIn3ax MOYH B BHUJIE JICHKOIUTYPUU
BCcTpeyanuch B 24,7% ciydaeB, mukporematypust — y 28,2%, IpoTeMHypusl BCTpedajach B

10,3% cnyuaeB bK.
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B wuccrnenoBanum BnepBble onpeneiaeHo mnosblieHHe ypoBHs BPI (2 194,04+1
015,65x10-3 nr/mi) u LBP (27,60+£9,94 nir/mn) B octpom nepuoie bK y mariueHToB pazHoro
Bo3pacta. [lo pesynpratam MJIP Obutn monydeHsl MOJENM AJig pacueTa MpeacKa3aHus
nokazateneit BPI um LBP. Ilokaszarenu BPI oxkazamuce Ha 100% crnenududHbl ©
YyBCTBHUTEJIBHBI B MOJEIIH ONMCBIBAEMOIO IIPOLECCa, B TO BpeMs Kak Iokasarenu LBP
okazanmuchk cnenuduunsl Ha 95,2% u uyBcTBUTENnbHBI HA 100%. [lokazatenu BPI u LBP
UMEIOT MHOTO(AKTOPHYIO JIMHEHHYIO 3aBUCUMOCTh OT Psifia KIMHUYECKHUX, J1a00paTOpHbIX,
MHCTPYMEHTAIbHBIX IOKa3aTelell U METOJOB Tepanuu 3aboneBaHus. Haubonee cunbHOE
BIIUsIHUE Ha MToKka3aTenb BPI okasbiBanu cienyronue npeIuKToOphl: HAIMYUE TOPaXKEHUS I1a3
(B=— 47,082), nanuuue neiikounurtosa npu nocrymwienun (p=+ 45,705), usmenenus cron u
kucted B Bujae oreka (f=+ 37,521), nanuuue Backynurta nepudepuyeckux aprepuid (f=—
35,272) u cemb (B=+ 33,215). TouHOCTH MOJIENHU IO JAHHOMY METOAY OIEHKH OMHAPHBIX
nokaszareJeil (receiver operating characteristic curve ROC AUC) cocraBuna 54,2% [95% AU
29,2%; 79,1%]. Haubonee cunpHOE BIMSIHKME Ha Moka3aTesib LBP oka3piBaau mpeauKTOpHI:
TpoMOOIMTO3 TpHu nocTyruieHuu (B=- 42.816), BackynuT nepudepuueckux aprepuit (P=+
42,530), mopaxeHue ciau3ucTo obosnouku mojoctu pra (P=t+ 39,262) u npumeHeHue
sTanepuenta y nanueHToB (=— 32,541). Tounocts momenu mo metogy ROC AUC cocraBmiia
69,6% [95% /11 50,3%; 88,8%)].

Hanbonee yacTehiMu KapAHOBACKYISPHBIMH W3MEHEHUSMH Y TMAIIMEHTOB B OCTPOM
nepuone bK sBisinuch Hamwuue nepukapauanbHoro Bbimota (y 12,2% maiueHToB),
dopmupoBanue manbix aHeBpusM KA (y 10,9%), pexxe ormeuanuch kopoHapuT (6,3%),
dopmupoBanue rurantckux (y 2,3%) um cpemnnux (y 3,4%) aHeBpH3M KOPOHApHBIX H
nepudepuueckux aprepuit (y 1,7%). Croiikue aneBpuszMbl KA cdopmupoBanuck y 37%
OOJBHBIX C TPAaH3UTOPHBIMU aHeBpu3MamH. llopakeHue OpraHoB OpPIOIIHON MOJIOCTH B
octpom mnepuoae BK xapakrtepusyrorca remarocruieHomeranuen (87,8%), Me3aneHUTOM
(36,7%), HanuureM cBOOOHOM KUIKOCTH B Opro1IHOi mojoctH (6,1%).

Ha mpemuvem 3mane uccnedoeanus Npyu N3y4eHUU YaCTOThl BCTPEUYAEMOCTH MOJTHON
u HemonmHOW ¢opm BK ObuTO ycTaHOBIIEHO, YTO MAMEeHTHl ¢ MoiHOM (opmoit BK
BCTPEUarOTCsl MOYTH B YETHIPE pa3a yallle, 1o CPaBHEHUIO € MAIIMEHTaMU C HEMOJIHOM (opmoit
BbK (78,2% u 21,8% cootBercTBeHHO). CTatuctudyecku 3HauuMo (p<0,0001) yamie B rpymnme
MalUeHToB ¢ moJaHoM Gopmoit bK 1o cpaBHEHUIO ¢ rpynoi MaUeHTOB ¢ HEMOJIHON (HOPMO

BK Bcrpeuanucy mumbpanenonatus (86,7% u 45%), mopakeHUe CIM3UCTON OOOJIOYKH
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nojoctu pra (97% u 61%), rma3z (98,5% u 66%), orek kucreit u crom (90,4% u 34%).
[Tarmentrsl ¢ HemonHoM Gopmoit BK rocnurtanusupoBanuck mo3gHee, MO CPaBHEHUIO C
narreHTaMu ¢ ojaHou (Gopmoit 3aboseBanus (8,92+6,42 u 6,15+3,02 AHS COOTBETCTBEHHO,
p<0,05), uTOo BEpOATHO OOYCIOBIEHO TPYJHOCTSIMH B €€ JIUAarHOCTUKH BBHJY HAJIUUUs HE
BCEX KIMHMYECKHX KpUTEpUEB 3a00ieBanus B Ae0roTe. pyruMu 0oCOOEHHOCTSIMU HETIOTHOU
dopmbr BK mo cpaBHeHuto ¢ monHOW ObuM Oojiee dYacTas THUIOAMArHOCTHKA Ha
norocnutanbHoM dtane (97% u 82%; p<0,05) u runepummynoraoOynmunemust A (88,2%;
56,6%; p<0,05). Ilo pesynpTaTaM oO0CjI€IOBaHUN y TAIMEHTOB C TOJHOW M HEMOJHOU
dopmamu BK Obut BBISBIEHBI CTATUCTUYECKH 3HAUMMbIE pA3IMYUsi B  YacTOTE
dopmupoBaHus nepukapadanbHoro Beimota (1,4% u 8% coorBercTBenHo, p=0,0237).
SIBneHusa Me3aleHUTa BCTPEUAIUCh CTATUCTUYECKU 3HAYMMO Yallle Y NAllMEeHTOB C MOJHOMN
dopmoii BK o cpaBuenuto ¢ HenomHou (52% u 14%, p=0,0180).

Ha uemeepmom ’mane uccnedosanusn Obl1 M3ydeH OoTBeT mnarnueHToB ¢ BK Ha
BBeaenne I'BB. Ilocie nepBoro BBenenus MI'BB u3 pacuera 2 r/kr B TeueHue 48-72 u.
Obula mpoBeneHa oneHKa 3(P(EKTUBHOCTH TEpanmuu WU COOTBETCTBYIOILEE pa3jeiieHue
MAIMEHTOB Ha JIBe MOATPYIIBI: MOArpymna namueHToB ¢ BK, koTopeiM moTpeboBasioch
onHokpaTHoe BBenenue UI'BB (nmoarpynma 1S) u moarpynmna nanuentoB ¢ BK, xoropoit
notpeboBaniock nosropHoe BBeaenue MI'BB (moarpynma 1R). M3 174 nanuentos ¢ BK y 43
MalMEHTOB COXPaHsIach JINXOpaaka B TeueHue 24 4. nocie BeeAaeHus UI'BB, y 27 nanmenToB
auxopajka coxpansiiack uepe3 48 u. mocne BBeaenus MI'BB, u tompko y 16 (9,8%)
MAIMEHTOB JIMXOpaJika coxpaHsuiachk yepe3 72 4 (p=0,0155), uto moTpeboBasio MOBTOPHOTO
BBeneHuss MI'BB. Jlannbie manueHTsl B cooTBeTcTBUU ¢ kputepusiMmu AHA 2004 r. Obuin
paciieHeHbl Kak pesuctentHas popma bK.

[To naHHBIM POBEJEHHOTO MUCCIIEI0BAaHUS, KIMHUYECKHE 0COOCHHOCTH MAIlUEHTOB C
pesucteHTHOM popmoii BK, 1Mo cpaBHeHHIO ¢ ManMeHTaMH, OTBETHBIITUMHU Ha 1-¢ BBEJICHHUE
NI'BB, 3akmtouarorcst B 00jee 4acTOM BCTPEUAEMOCTH IIETYIICHUS] JUCTANBHBIX (asaHr
nanbieB B nebiore 3aboneBanus (83,3% nporus 32,4%, p=0,0005), cycTaBHOTO CHHApOMA
(33% mnpotuB 6%, p=0,0008), runepummyHornodymuaemun M (100% mnpotuB 34,8%,
p=0,0028), popmupoBanus rurantckux anespusm KA (18,7% npotus 0,68%, p=0,0177) u
aneBpu3M nepudepuueckux aprepuit (12,5% mportus 0,68%, p=0,0077). B 10 ke Bpems,
NaUEeHThI ¢ pe3UCTEeHTHOM noJiHOM (popmoii BK, o cpaBHEeHUIO ¢ OJTHOKPATHBIM BBEJIEHUEM

WNI'BB, xapakTepu3yloTcsi CTaTHCTUYECKH 3HAYMMO Oojee peaKoil perucrpanuen
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tpombonmrosza (8,3% mnporuB 41,9%, p=0,0262) npu mnocrymieHnn u Oojee dYacTou
runepuMMmyHorinooynunemueit M (60% npotus 35,7%, p=0,0071).

IIpn nmonnoit gopme BK crarncThueckn 3HaYMMO 4Yalle BCTPEYAJOCh MOpPaXKEHUE
CIM3UCTON OOOJIOYKH TOJIOCTH pTa y marueHToB, nmomyuuBmux WI'BB omHOkpaTtHO MO
CPaBHEHHUIO C TMOJYYMBIIUMH TMipenapaT moBTopHO (98,4% u 83% COOTBETCTBEHHO,
p=0,0032). [Ipu venonnoM hopme BK crarrcTrdeckn 3HaUNMO Yaie BCTpeyancs CyCTaBHOM
CUHApPOM B AeOroTe 3a0osieBaHus B Tpymrne nanueHToB, nonyunsmux MI'BB nBaxawi, mo
CpaBHEHHUIO C OJIHOKpaTHBIM BBegeHueM (50% u 9% cootBercTBeHHO, p=0,005).

Bce manments ¢ pesucteHTHOU (opmoit BK Obumm pasneneHsl Ha J1B€ TPYIIIIBL:
ManveHThl, nonydaBmue tepanuio MI'BB nBaxkapl U manyeHThl, MOJyYaBIIHE TEPANUIO
NI'BB naBaxasl B couyeTaHWHM C JTaHEpIenToM. Bcero ObLIO mpoaHaIu3upoBaHo 16
NAUEHTOB ¢ pe3ucTeHTHOU Gopmoii BK, u3 Hux 5 nanuenToB nonyuuinu ase nudyzuu MI'BB
B COUETAaHMHM C 3TaHepuentoM. llamueHThl ¢ pe3ucTteHTHOW ¢opmoii BK, momyunBmme
nBax sl UL['BB B coueTanuu ¢ aTaHeplenToMm, 1o HallluM JaHHBIM, XapaKTepu3yroTcs 0olee
peaKUM Topa)keHueM ria3 B febrore 3aboneBanus (60% npotus 100%, p=0,0156), 6omnee
qacTeIMU TpoMmOo1uTo30M npu nocrymienuu (100% npotus 9%, p=0,0009), npotenypuei
(100% npotus 28,6%, p=0,0384), kopanapuutom (100% mpotus 0%,p=0,0027), HO nipu 3TOM
y 9T0i1 rpymisl He popmupyrotest mainbie aneBpusmbl KA (0% mpotus 45%, p=0,0082).

Ha namom ’mane uccnedogéanus OblUl TIPOBEACH KIMHUKO-(PapMaKOJIOTHUYECKUN
aHanu3 croumoctu Tepanuu BK. AHanu3 mpoBOIWIICA OTIENBHO ISl Ka)XIOW BO3pacTHOM
KaTEerOpyMy MallMEHTOB C pa3/IeJIEHUEM HAa MAllMEHTOB C OAHOKpaTHbIM BBeJecHueM MI'BB u
noBTOpHBIM BBeieHreM MI'BB, a Taxke npumeneHnem staneprenta. Macca Tena naiuueHToB
OTIpeJIeIIsIach MO IEHTHIBHBIM Ta0JIUIlaM B COOTBETCTBHH C BO3pacToM 1o S50 IEHTHUIIIO.
Pacuer npoBenen u3 croumoctu ogHoro (uaxkona UI'BB pactBopa nnsa uadyszun 100 mr/min
25 mu B 10166 py6., cTouMOCTh 3TaHepIienTa Juoduinsara s MoIKOXKHOTo BBeaeHus 10
mr/mi Ne4 cocraBuna 13432 py0. CTOMMOCTB OJJHOrO KOHKO-IHS MPOBOMIACHE M3 pacyeTa
TapudoB HoHma 00s13aTETFHOT0 METUIIMTHCKOTO CTPAXOBaHMSI M COCTABMIIA 3a 3aKOHYECHHBIH
cilydaid, BKJIIOYAIOMMHU JiedeHne Ha 11 xoiiko-gHel, 52472 py6. YuuThiBas CTOMMOCTD
3aKOHUYEHHOTO CIIy4asi 1 KOJTMYECTBO KOMKO-THEH, CTOUMOCTb OJJTHOTO KOMKO-/IHSI COCTaBUIIa
4770 py6. MuHuManbHas CTOMMOCTH JIGKAPCTBEHHON Tepamuy MAaIMEeHTOB, MOJYYHBIIUX
NI'BB omnokpatHo, coctaBiser 40664 pyO. s AeTeil B Bo3pacTe 2 MECSIEB JKH3HU U

cpeanero Beca 5,1 Kr, a MakcuMajbHas CTOMMOCTD JICUEHUS] MAIMEHTOB 5 JIET JUIsl JaHHOU
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KaTeropuu nauueHToB coctaBuia 152490 py6. CpenHsast CTOMMOCTD JI€YEHMsI AJIs TaHHOM
IpyMIbI MAIIMEHTa Ha OJTHOTO MalMeHTa coctaBmia 97465 py6. B To Bpems kak MUHUMaIbHAs
CTOMMOCTB JIEKApCTBEHHOM Tepanuu pe3ucteHTHo ¢opmbl BK, monyumsBmmx WI'BB
JBK]IBI, IJIs TTAIIMEHTOB 2-X MECSIIEB KU3HU U cpeaHero Beca 5,1 kr coctaBmia 81328 pyo,
MaKcUMaJjbHasg CTOMMOCTh (hapMaKoTepanuu JUisl JaHHOUM rpymibl aerei coctaBuia 304980
py6. CpenHsisi CTOMMOCTh TEepaluM MalueHTa JaHHOW rpymmbl, npojedeHHoro B MJII'KD,
coctaBuna 192354 py6. ®apmMakodKOHOMHUYECKHE 3aTpaThl Ha MAIIMEHTOB C PE3UCTCHTHOM
dbopwmoii BK npu npumenenuu stanepuienta cocrapmiu ot 94760 py6. no 318812 py6., Toraa
Kak cpeansis crouMocth 3aTpaT B M/II'KD coctaBumna Bcero 164255 py6. Takum oGpaszom, B
HACTOSIIIEE BPEMS, YUUTHIBAS aHAIN3 3aTpaT Ha JICYCHUE MAIMEHTOB PE3UCTEHTHON (HOPMBI
BK, ¢ dapmako-35KOHOMUYECKON TOYKH 3pEHHUS BO3MOKHO PEKOMEHIOBATh NMPUMEHEHUE

sTaHepuenTa 6e3 BBeaeHus: Bropoit 10361 UI'BB.

NEPCHEKTUBBI JIAJIBHEWIIER PASPABOTKA TEMBI

1. Pacumpenue Boioopku nanueHToB ¢ BK u OPJI ¢ u3ydyenuneM xapakTepucTuk
JTAaHHBIX 3a00JI€BaHUI.

2. [louck w wu3ydeHwe JApyrux J1aOOPAaTOPHBIX MAapKEpOB BOCHAJICHMUS,
NO3BOJISIIOIIMX ONTUMHU3UPOBATh PaHHIOK ITuarHoctuky bK.

3. N3ydyenune B3auMOCBsI3M HOBOM KopoHaBupycHod uHpexiuu (COVID-19) u
Oone3nn KaBacaku C¢ TOYKHM 3peHHs SMUAEMUOJIOTHH, JT1a00paTOPHO-UHCTPYMEHTAIBHBIX
XapaKkTEePUCTUK U TIOCIEACTBHM.

4. Pazpabotka 1 oreHKa 3QQPEeKTUBHOCTU BHEAPEHUS KOMIUIEKCA MEPONPHUITHI MO

cumxennro runoguarsoctuku bK u OPJI.

BbIBObI
1. B coBpemeHHBIX ycnoBusax 0one3Hb KaBacaku yanie nopakaet MaJbuyukoB (64%)
paHHero Bospacta (25,91+22,83 wMmecslleB) B BECEHHE-JIETHHH W OCEHHHU TIEPUOJIPbI,
COIIPOBOXK1ASICH (DOPMHUPOBAHNEM CTOMKHX aHEBPU3M KOPOHAPHBIX apTepuii B 6,3% cirydaes,
JeTalbHbIMU UcxoaaMu B 1,7% ciydaes.
2. B cTpyKkType rocnuTanu3upoOBaHHBIX MAIlIEHTOB MHOTONPO(HIFHOTO CTallMOHAPa
meranosuca B 2012 - 2018 rr. 6one3ns KaBacaku u ocTpas peBMaTHYecKasl JUXOpaaKa

coctasisier 0,018-0,032% u 0,001-0,006% cooTBETCTBEHHO, C TEHACHIMENH K POCTY, MpH
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9TOM THIIOJHAarHocTuka Oojie3Hn KaBacaku Ha JOTOCIHMTAILHOM 3Talle cocTaBiisieT 86%,
OCTpPOM peBMAaTUUECKOU TUXOpaaku 92%.

3. UYacrota ocHoBHBIX KpuTepueB Oome3nn KaBacaku xonebnercs ot 33,9%
(menymieHne AUCTANbHBIX (paaHT najbleB pyk U HOT) 10 100% (dheOpuiibHas nuxopajaka).
Octperii  mepuox  Oomesnn  KaBacakum ~ cCOMpoOBOXKAAETCS ~ T'€MaTOJOTHYECKHMU
(ueiitpoduiibHbIil  nelikouuto3 — y 47% OonpHBIX, TpombouuTol — 'y 37,3%),
ouoxumuueckumu (nossitieHue CPb — 74,1%, depputuna - 52,2%, D-aumepa — 34,8%,
npokanpiuronnHa — 10,3%) mnpu3HakaMH CHUCTEMHOTO BOCIAJIUTEIBLHOTO OTBETA,
runepuMMyHorinooynunemueit kiaccoB M (47,9%), G (70,8%), A (64,6%), noBsllIeHHEM
YPOBHS OaKTEepHUIIUTHOTO Oeka, MTOBBIIIAOIIETO MPOHULIAEMOCTD BPI
(2 194,04+1 015,65x10°3 nr/von), Tunononucaxapu-cBaspiBaromero oenka LBP (27,60+9,94
Or/MJ1), MOYEBBIM CHHApPOMOM (neiikommtypus — 24,7%, ospurpomutypus — 28,2%,
nporeunypus — 10,3% OonpHbIX). [lopaxkeHne opraHoB OpIOIIHOM MOJIOCTH B OCTPOM
nepuoge ©Oonesnn KaBacakum xapaktepusyrorcs —remarocruieHomeranueit  (87,8%),
Me3aaeHuToMm (36,7%), Hanu4reM CBOOOJHOW >XKHUIKOCTH B OpromHoN monoctu (6,1%).
[Toxazatern BPl m LBP uMmeroT MHOTro(akTOpHYIO JIHMHEHHYIO 3aBHCHMOCTH OT psjia
KIIMHUYECKUX, JAa0OpPaTOPHBIX, HHCTPYMEHTAJIBHBIX IIOKa3aTeiecl W METOJOB TEpanuu
3a00JIeBaHMUS.

4. TlopaxkeHUs CEPIECYHO-COCYTUCTONH CHCTEMBI Yy OOJNIBHBIX B OCTPOM TMEPUOJE
6onesnn KaBacaku mo nanueiM sxokapauorpaduu, Y3UM u KT xapakrepusyrorcs
kopoHaputoM (7,5%), dbopmupoanuem Mmanwix (10,9%), cpennux (3,4%) u THTaHTCKHUX
(2,9%) aHeBpu3M KOpOHAPHBIX apTepuil, NepukapauanbHbIM BeIoToM (12%), aneBpu3zmMamu
nepudepuueckux aprepuit (1,7%), mpu 3TOM CTOMKUE aHEBPU3MbI KOPOHAPHBIX apTepuid
chopmupoBanuch y 37% OOJIBHBIX C TPAH3UTOPHBIMH AHEBPU3MAMHU.

5. ¥V 21,8% Ooneubix ¢ Oone3npto KaBacaku pasBuBaeTcst HemonHas (opma
3a0o0seBaHMsl, MAIMEHTHl C KOTOPOI MO cpaBHEHHUIO ¢ MoiaHOU (popmoit BK cratncrtuyeckn
3HAUYMMO Yalle XapaKTepu3yroTcs 0osee no3aHei rocnutanuzanuei (6,15+3,02 u §,92+6,42
nust, p<0,05) oT Hauana 3aboneBanus, 00JIee YaCTOM TUIOUATHOCTUKOM Ha IOTOCITUTAIIBHOM
atane (97% u 82%; p<0,05) u runepummyHoraodoynunemuent A (88,2%; 56,6%; p<0,05).

6. Yactora pe3uctentHoi ¢popmbl Oone3nn KaBacaku cocrasisier 9,8%. Pesucrentnas
dbopma Gonesnn KaBacaku 1o CpaBHEHHIO C TAI[UCHTaMH, OTBETHUBIIMMHU Ha 1-¢ BBeICHUE

NI'BB, xapakTepu3yeTcs CTaTHCTUYECKH 3HAUMMO 00JIE€ YACThIM IIETYIIEHUEM IUCTaIbHBIX
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dananr nmanesieB B aeOroTe 3aboneBanus (83,3% mpotur 32,4%, p=0,0005), cycraBHBIM
cuaapomom (33,3% mpotus 5,7%, p=0,0008), runepummyHnorioOynunemued M (100%
npotuB 34,8%, p=0,0028), ¢popMupoBaHHEM TMIaHTCKUX aHEBPU3M KOPOHAPHBIX apTepuit
(18,7% npotus 0,68%, p=0,0177) u aneBpuzmamu nepudepuieckux aprepuii (12,5% npotus
0,68%, p=0,0077). IlauueHTsl ¢ pe3UCTEHTHOM TOJIHOU (opmoii Oone3nn Kaacaku, mo
CpaBHEHMIO C OJIHOKpaTHBIM BBeJieHMeM U BB, xapakTepusytoTcst CTaTUCTUYECKU 3HAUUMO
Oonee penkoil peructpanuein TpomoOouutosa (8,3% mporuB 41,9%, p=0,0262) mnpu
MOCTYIUIGHUH W Oojee 4vactoi runepuMmmyHorioOynuHemueidr M (60% mnportus 35,7%,
p=0,0071).

7. IlanmeHTsl ¢ pe3uCcTeHTHON (QopMoi Oosne3nn KaBacaky, mosydMBIINE JBaXKIbl
NI'BB B coueTanuu ¢ 3TaHEPIIETITOM, XapaKTepU3YIOTCs 0oJiee PEAKUM MOPaKEHUEM IJ1a3 B
neb6rore 3aboneBanus (60% npotus 100%, p=0,0156), Gosee yacTbiIMU TPOMOOIIMTO30M TIPH
nocrymieann (100% mpotuB 9%, p=0,0009), nporenypueit (100% mnpotuB 28,6%,
p=0,0384), xopanaputom (100% mnpotus 0%,p=0,0027), HO TpH 3TOM Yy ITOW TPYIIIbI HE
(bopMHUPYIOTCS MajIble aHEBPU3MbI KOpoHapHBIX aptepuii (0% npotus 45%, p=0,0082).

8. Cpennsisi CTOMMOCThH JIEYEHHUS TAIMEHTOB C PE3UCTEHTHOU (opmoii Oone3Hu
Kapacaku, nonmyuuBmux 3tanepuent Bbiie (164255 py6.) o cpaBHEHUIO CO CTaHIAPTHBIM
JICYCHUEM C UCIOJIb30BaHMEM oJHOKpaTHoro BBeneHusi II'BB (97465 py0.), HO HIDKE 1O

cpaBHEeHMIO ¢ 1ByxKpaTHbIM BBenenueMm UI'BB (192354 pyo.).

MNPAKTUYECKUE PEKOMEHJAIIUU

1. C uenbio CHM)XEHHUS YacTOTHI THUIOAUATHOCTHKUA Oosie3Hn KaBacaku u ocTpoii
pPEeBMATUYECKON JIMXOPaJKU HEOOXOAUMO HIMPOKOE HH(POPMHUPOBAHHUE Bpaye-neauaTpoB o
JUArHOCTUYECKUX KPUTEPHUSX JIaHHbIX 3a00jeBaHUM, OCOOCHHOCTAX KIMHUYECKOU
maHudectanuu 6one3Hn KaBacaku (HojHAas, HEIMOJIHAS), YTO JOJIKHO OCYIIECTBISTH B
paMKax CUCTEMbl HEIPEPHIBHOTO MEIULIMHCKOTO 00pa30BaHHUS.

2. JlmarHocTU4eckas mporpamma y aetei ¢ Oone3npto KaBacaku moimkHa BKIIOYATH
oOImMii KIMHUYECKUN aHAINU3 KPOBH, aHAJIH3 MOYH, dXOKapAuorpapuio, OHOXUMHUYECKUN
aHanM3 KpoBHW C ormpejaeneHueM ypoBHsi CPb, MMMyHOrI00yJMHOB OCHOBHBIX KJIacCOB,
NpOKalIbIIMTOHUHA, (eppuThHa, D-gumepa, mpu Hammumu nokazanuid - Y3U opraHos

OpIOIIHOM MOJIOCTH U CYCTaBOB.
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3. Ilpu npoenenun tepanuu Oone3nun KaBacaku WMI'BB HeoOxoauMo olieHHBATh
TEMIIEPATYPHYIO PEaKIHUI0, KOTOpas SBISETCA KPHUTEPUEM PE3UCTEHTHON (OPMBI
3a00€eBaHusl, OTCYTCTBUE HOpPMaJIU3alMM TEeMIEpaTypbl Tejla B TEYeHUE 72 4. TOCIe
omHokpatHoro BBeaeHuss MI'BB B nmose 2 r/kr tpebGyer moBTOpHOTO BBeneHus MI'BB B
npexxHed go3e, MO0 TMPUMEHEHHS TEHHO-WHXKCHEPHBIX OHOJOTHMYECKUX MpernapaTroB

(3TaHepIeNT), YTO MOXKET OBITh (papMaKOIKOHOMUYECKH 00OCHOBAHHO.
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CHHUCOK COKPAIIIEHHUN

ACK alleTWICAIUIIMIIOBAs KUCII0Ta

bK 0one3np KaBacaku

BNY BUPYC UMMYHOJIC(PUIIITA YeTOBEKa

AN JIOBEPUTEILHBIN UHTEPBAII

NI'BB WMMYHOTJIOOYJIMHBI JIJ11 BHYTPUBEHHOTO BBEJICHUS

HNKP MHTEPKBAPTUIIbHBIN pa3zMax

KA KOPOHApHBIE apTepuHr

KT KOMITbIOTEpHAst TOMOTrpadus

Me MeauaHa

MJIP MHOECTBEHHAs JJOTUCTUYECKAs perpeccus

OPBUA ocTpasi peciupaTopHasi BUPYCHast HHPEKIUS

OPJI OCTpasi peBMaTuyecKasi IMXopajaka

n/3p MOJISI 3PCHUS

COD CKOPOCTb OCEaHUsI SPUTPOLIUTOB

CPb C-peakTuBHBIN O€I0K

Y3U YIBTPA3BYKOBOE HCCIICIOBAHUE

XPBC XpOHUYECKAs peBMaTHuecKasi 00JIe3Hb cepAala

OKT ANIEKTpOoKapauorpadus

Ox0oKT axoKapauorpadus

AHA American Heart Association — AMepukaHcKas KapHoJIoruyecKast
accouualus

BPI Bactericidal permeability-increasing protein - OakTepHIIHIHBINA

0€eJI0K, MOBBIIIAIOIINNA TPOHUIIAEMOCTb
EULAR  European League against Rheumatism — EBpomneiickas jawra o
0opb0e ¢ peBMaTU3MOM

Ig UMMYHOTJIOOYyJIHH

LBP lipopolysaccharide binding protein - JIMIOTOJIMCaXapu/-
CBSI3BIBAIONINI OCIOK

PRES Paediatric Rheumatology European Society — Ileamatpudeckoe

PEBMATOJIOITrNYCCKOC CBpOHeﬁCKOC O6H_ICCTBO
ROC AUC area under receiver operating characteristic curve - ruromaas o
KpUBO# paboyeil XapaKTepuCTUKU



