YJIK 616.24-002.191-053.3:615.281.012.6
© J1.®.Cepruenko, O.A. bamkuna, H.A. Benonacosa, H.b. Kacumosa, M.C. lllammuxa, 2009

A.®. Cepruenko, O.A. bamkuna, H.A. besionacosa,
H.b. Kacumosa, M.C. lllaimmna

COCTOSHHUE ®AKTOPOB }IECHEHIMDH‘IECKOFI
PESUCTEHTHOCTH Y JETEU C MYKOBUCII1TIO30M

'OV BIIO «ActpaxaHckas rocyJapcTBeHHas MeIUIIMHCKas akaaemus Poc3apasa»

Lenbto wccinenoBaHus SBUIOCH OMpPEICIICHUE KIOYEBBIX (PakTOpoB Hecrenuduueckoi pesucreHTHOCTH vy 118
nereil ¢ mykosucimmosom (MB). HccrienoBanust mokasaiy, 4To NP XPOHHYECKOM HOCHTEIbCTBE Pseudomonas
aeruginosau/mim Staphylococcus aureuy 6GonsHbIXx MB ypoBeHb OaKTEPHUIUAHONW M JIM30LMMAIBLHON aKTHBHOCTH
CBIBOPOTKH KpOBH, ypoBHs C5a KOMIIOHEHTa KOMIUIEMEHTa KOPPEIHPYET C OCTPOTOH BOCIHAIUTENHLHOIO Ipolecca B
JIETKUX, B CBS3M C 4YeM OHHM MOIYT paccCMaTpHBaThCsi KaK MapKepbl BOCHAJCHHUS W CIYXUTb JOTOJHHUTEIbHBIMU
Ja00PaTOPHBIMU KPUTEPUSMHU JTHArHOCTUKH (Da3bl OpOHXOJIErouHOTO mporecca. [Ipu obocTpeHNr OpOHXOJIETOYHOTO
npouecca y gereil ¢ Burkholderia cepaciaabironaercs aneprus (GpakTopoB HECHENM(UUECKON 3aIUTHI, YTO PE3KO
MOBBIIIAET PUCK CEMTHYECKUX OCTOKHEHHUH.

Kniouegvle cnosa: mykosucyuoos, oemu, HeCneyupuyueckas pe3ucmeHmHocmy.
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THE CONDITION OF FACTORS OF THE NONSPECIFIC RESISTANCE IN CHILDREN WITH
MUCOVISCIDOSIS

The aim of investigation was to determine the kagtdrs of nonspecific resistance in 118 childremhwi
mucoviscidosis (MV). It was shown that in case lfonic Pseudomonas aeruginosa and-or Staphyloc@aoesis in
patients with MV the level of bactericidal and lgxmnal activity of blood serum, the level of C5a afmpliment
component may correlate with the sharpness ofrmfiatory process in the lungs and in this connedtieir definition
may be used as the marker of inflammation and ses\en additional laboratory criteria of diagnast€ phase in case
of broncho-pulmonary process. In aggravating broqatimonary process in children with Burkholdergpacia it was
observed the phenomena of anergy of factors ofpemific resistance which may sharply increase tle of septic
complications.
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MyxkoBuciumo3 (MB, kucrodubpo3 MOMKETyIOYHON JKeae3sl) — Haumbojee YacToe
ayTOCOMHO-peliecCHBHOE 3aboneBanue, oOycioieHHoe Myramnueit rena CFTR (cystic fibrosis
transmembrane conductance regulatesipakrepusyrorieecss KIMHUIECKUM ToauMopdusmom [1,
2]. B pe3ynbTare ucciaeJOBaHHIA MOCIESTHUX JIET OOHAPYKEHO, YTO XPOHHYECKUH BOCTATUTEIbHBIN
MpoLecc IpU MYKOBUCIIUA03€ MOAEPKUBAETCA 3a cueT ArcOanaHca Mpo- U MPOTUBOCTIATIUTENbHBIX
UTOKUHOB, a umenHo MJI1, NJI6, NJI8 u MJI10. Oto, B cBOIO ouepenb, MPUBOIUT K HAPYIICHUIO
MPOAYKIIUK U PETyAATOPHBIX oTHomieHui Thlu Th2-smumdonuros [3, 4, 5, 6, 7]Cnenndudeckne
MMMYHOJIOTHUECKUE PEaKLUUU MPOTEKaIoT Ha (oHE 00A3aTeNIbHOro, OBICTPO pa3BUBAIOIIECTOCS
HecnenupuYeckoro aganTallMOHHOTO MEXaHH3Ma M MEXIy ATUMH MEXaHU3MaMU CYIIECTBYET
TECHas CBS3b, OJIaro/iapst YeMy pacCMaTPUBATHCS OHU JIOJDKHBI KaK €IMHOE IIeII0e.

B cBa3u ¢ 93TUM, HECOMHEHHBI HWHTEpEC TMPEACTaBIsSeT YIIYOJIeHHOE U3y4eHUe
HecTen(UIECKUX JETOKCHLMPYIONIMX CHUCTEM OpraHM3Ma y OONbHBIX, cTpamalomux MB, B
YaCTHOCTH, CHCTEMBI JIM301MMa B OaKTEPHUIIMIHON aKTHBHOCTH ChIBOPOTKH KpoBH (BACK).

AHanu3upys TpOBEACHHBIC MCCIENOBAHUS TIO0 H3YYEHHUIO  KIIOYEBBIX  (pakTopoB
HecnenupuYeckol 3aMThl y OOJIbHBIX ¢ MYKOBHUCLHI030M, MOXXHO OTMETHTH, YTO aBTOpPaMU HE
OLIEHUBAJIaCh AMHAMHUKA IMOKa3aTeJe B 3aBUCUMOCTH OT (ha3bl, CTENICHU TSKECTH 3a00JIeBaHUS U
xapakTtepa Bo30yautens [6, 7]. McciemoBanust mpoBOIMIKMCH O€3 ydeTa BO3pacTa MalMeHTOB JIH00
y B3pOCIIOT0 KOHTHHI€HTa OOJIbHBIX. B CBSI3M C pa3HBIMH METOAOJIOTMYECKUMHU MOIXOMAMH IPH



onpeneneaun  BACK, mm3ommma, KOMIUIEMEHTa, OTpPAaHHYEHHBIM KOJIHYECTBOM OOJIBHBIX
UCCIIEIOBaHMS HOCAT KpaitHe (parMeHTapHbI|, a pe3yNbTaThl, I0A4ac, MPOTUBOPEUUBBIM XapakTep.

Bce  BblmenepeyucieHHOE — IUKTYET  HEOOXOAMMOCTh  YIAyOJIEHHOTO  M3Yy4YeHUs
OCHOBOITOJIAraroNMX Mokasateneii Hecnenuduueckoi 3ammutel (BACK, nu301uM, KOMIUIEMEHT) Y
OOJTBHBIX MYKOBHUCITUI030M C MTOMOIIBI0 COBPEMEHHBIX METOJO0B UCCIICOBAHMS HA Pa3HBIX dTamax
pa3BUTHS MATOJIOTUYECKOTO MpoIIecca.

Heas wuccaenopanus. I3ydeHue AMHAMUKM — IOKa3arelen HecTienu(pUIecKoit
pesucrentHocTH (BACK, TH301MMHOM aKTHBHOCTH CHIBOPOTKH KPOBH U CEKPETa POTOBOM IMOJIOCTH,
KOHIICHTpaluu KoMIoHeHTOB komiuieMeHTa C3 u C5a B CBIBOPOTKE KPOBH) MPH MYKOBHCIIHI03C Y
JIETEeH C y4eToM XapakTepa Bo30yauTens u (pa3bl OpOHXO0JIETOYHOTO MpoIiecca.

Matepuanbl U Metoabl. OCHOBY wuccienoBaHus coctaBwin 118 nereld ¢ amarnozom
MYKOBHCIIHI03 B Bo3pacte oT 1,5 mecsneB a0 18 yer, HaxoauBIIMecs Ha JICYCHUU B OTICICHUH
MEIULUHCKONW TeHETHKH JIeTCKOM pecryOIrMKaHCKON KIMHUYecKoi OonmpHMIEI T. MockBa. Bo Bcex
cnyyasix Haomoaeauii (100%) umena mecto cMmerranHas ¢opma MB. PacnipeneneHue mo mosy:
neBouek — /9 uenoBek, MambYrKOB — 39,YTO B MPOILEHTHOM COOTHOIICHUU COCTaBIsLio 65,7%u
34,3%cootBeTcTBEeHHO. Bee netu ObuTM pasaenceHbl Ha 4 TPYIIBI B COOTBETCTBUU C BBISBICHHOU
JOMUHUPYIOIIEH  KOHTAMHHALIMEW TEM  WJIM  HWHBIM  BO30yaUTENIeM TIpH  HU3YUCHHH
MHKpPOOHOJIOTHYeCcKOro mei3axa MoKpoThl. [lepByto rpymmy (52 uenoBeka) coOCTaBHIN MAI[MEHTHI,
Yy KOTOPBIX TTIaBEHCTBYIOIIUM MHUKPOOHBIM areéHTOM, 00yCIaBIMBAIOIINM WH()EKIIMOHHBIA TPOIECC
B JIETKHUX, sBsUTack Pseudomonas aerugino¥amaiieHToB BTopoit rpymmsl (23 pebeHKa) BBISBICH
XpoHHYeckuii BeiceB Staphylococcus aureus,s tperbeii (27 neteii) — HHGEKIIMOHHBINA MPOIECC
unaymuposaics Burkholderia cepacialdersepryio rpymmy (10 mereit) cocTaBuaM HalMeHTHI, y
KOTOPBIX MPU MUKPOOUOIIOTUYECKOM HCCIICJOBAHUH MOKPOTHI TUATHOCTHYECKH 3HAYMMOTO POCTa
KaKoro Ju00 BO30yauTeNs He onpeaesuiock. Kaxkaas rpynmna Oblia mojapasaesieHa Ha 2 TIOATPYIIIbI
B COOTBETCTBUHU C (Pa30il BOCTIATUTEIHLHOTO MpoIecca: 000CTPEHUE U peMucchs. Y BCeX MaleHTOB
MOMHMO  CTaHJAPTU3UPOBAHHBIX  KIMHUKO-TAOOPATOPHBIX  HCCIEIOBAHMM  OIpeaessiach
OakTepuIMaHass aKTUBHOCTH ChIBOpOTKH KpoBH (BACK), akTHBHOCTH NHM30IMMa B CHIBOPOTKE
kpoBu (AJIC) u B cekpere poroBoii monoctu (AJIP), ChIBOpOTOYHAs KOHIIEHTpAIMsI OCHOBHBIX
KOMIOHeHTOB koMmiiementa - C3 u CS5a. UccnemoBanme AJIC u  AJIP mpoBOAMIIOCH
ABTOMATU3UPOBAHHBIM MHKPOMETOIOM. Onpenenenue BACK MPOBOAUIOCH
doronedenomerpuueckum meronom 1o O.B. Cmupnosoii u T.A. Ky3smunoii B Monugukaruu O.B.
leneneBa (1997). Comepkanne C3 m C5a B CBIBOPOTKE KPOBH OMPEACISUIH C MOMOIIBIO
KoMMepueckoro  uMmMmyHodepmentHoro Habopa (OO0  «lutoxkun», Cankt-IleTepOypr).
YyBCTBUTEIBHOCTh MeTOAa — 10mKr/mit.

Pe3yabTaTsl uccaenoBanus. [lonydeHnbie pe3yabTaThl MPEeACTaBICHBI B Tabmunax 1, 2, 3.

Tab6muma 1
Cocrosinne ¢pakTopoB HeciennpuUECKOM Pe3UCTEHTHOCTH Y 00JIBHBIX
¢ MYKOBHCIIMI030M NpH KOHTaMuHanuu Pseudomonas aer uginosa
da3za Mopddoto- Jluzouum Jluzouum BACK c3 C5a
3a00.1eB TrH4ecKue CJIIOHBI CbIBOPOTKH % MI/M /Mo
aHus 0COOEHHOCTH MKTL/MJI MKI/MJI
bes yuera
MOPGOIOTHICCKIL | 5g 1,47 1s 11,4+1,8* 49,12+3 6* 1,4%0,07 63,747,3*
X UBMCHCHUU B
O6ocTpe |JIerkux
HUE C HayimumeM
(n=35) | GpoHx03KTa30B 43,3+2,8 8,4+0,6 38,1+3,9 1,3+0,02 67+4,7
N=9
bes 30,243,4 12,1+1,1 52,4+4,6 1, 49+0,03 533,1
OpOHXO0JKTA30B




N=26
Hemnosnna
s
pemMuccH 21,1+1,8 7,8+0,8 35,7+2,6 1,33#0, 06 47,1+4,6
s
(n=17)
Hopma 37,8+2,1 7,940,3 25,1+3% 0,84+0,25 14,3+0,9
Ipumeuyanus:

* - JOCTOBEPHOCTH PA3JWYHi MeKAY MOKa3aTeJsiMH B MepHoa odocTpenus u pemuccun P<0,05

** - 1OCTOBEPHOCTH PA3JIHYMil MeKIy MOKa3aTe/siMH B nepuoa odbocrpenust n pemuccnu p<0,001

Bo Bpems ob6octpenust ormeueno nossiienne bACK no 49,2%,4to B 2 pasa Bblle, 4eM y
3mopoBbIX aereii (Hopma 2523%). Hapactanne BACK 00yciioBieHO MOBBIIIEHHEM KOHICHTPAIUN
mu3onuMa B ChIBOpoTKe KpoBH M (C3, C5a KOMIOHEHTOB KOMILUIEMEHTA, OCYIIECCTBISIONINX
OCHOBHOM TMyTh aKTHUBAIIMHM M XEMOTAKCHYECKHH A(PPeKT st HEUTpoPUIOoB. DTH H3MEHEHHUS
BBI3BaHBI MTOBBIIICHUEM aHTUTCHHON HAarpy3KH BCJIEICTBHUE HApACTaHUS B OPOHXOJIETOYHOM TPAKTE
KOHIEHTPALUU BO30YIUTEIIS.

OnHako, HECMOTps Ha IMOBBIIICHUE TMOKa3aTeleld HecnelupUuUecKod PpE3UCTEHTHOCTH B
KpOBH, YPOBEHb JHM30IMMa B CEKpEeTe pPOTOBOW IMOJIOCTH, NaX€ YUWUTHIBas  TEHIEHIHUIO K
MOBBIIIEHUIO BO BpeMsi O0OCTpEHHUs OpOHXOJErOYHOIO IpoLecca, HE TOCTUTaeT IoKa3aTeseH,
KOTOPBIC PETUCTPUPYIOTCS Y YCIOBHO 370poBbIX gereit (29,1+2,1u 37,8+2,1mkr/min). Ilo Bcei
BUJMMOCTH, 3TO CBSI3aHO, C OJIHOW CTOPOHBI, C IEHCTBUEM 3K30TOKCHHOB BO30YAUTEINS, C IPYTOH, ¢
BBICOKOW KOHIICHTpAIMeil XJIOPHUIIOB, CIIOCOOHOW WHAKTUBHUPOBATH €CTECTBEHHbIE AHTUOMOTHKH.
[TocTOSIHHBIM CHUKEHHBIA YPOBEHb JIU30IIMMa B CEKPETE POTOBOM MOJOCTH MOXKET CIIOCOOCTBOBATH
MEPCUCTUPOBAHUIO MHMKPOOpPraHM3Ma B [IBIXaTENbHBIX MYTSIX U OOCEMEHEHHMIO  JKeITyIOYHO-
KHIIIEYHOTO TPAKTA.

AHanu3 TONYy4YEHHBIX JAaHHBIX CBUJIETENBCTBYET, YTO y JeTell co chopMHpOBaHHBIMU
OpoHXOdPKTa3aMH  HaOMIoaeTcs HE3HAUWTENIbHAs aKTHUBalus (PAKTOpOB Hecnmenu(puueckon
PE3UCTEHTHOCTH B CHIBOPOTKE KPOBH B IMEPHOJA OOOCTPEHHUs IO CPaBHEHHIO C OOJIbHBIMU 0Oe€3
rpyObIX MOP(MONOTHUECKUX H3MEHEHHH B JIETKUX. OTH PE3yJIbTaThl KOHCTATUPYIOT — HAaJIU4YHe
rpyObIX HapymeHuil B (¢aronquTapHoM 3BEHE U MOTYT KOCBEHHO CBHUJETEIbCTBOBaTh O
(dbopMupoBaHUH OPOHXOIKTA30B Yy AeTei ¢ MB npu Haa4uy CUHETHOMHON MH(EKIINH.

B nepuon pemuccuu HaOII01a710Ch CHIKEHHE HANPSDKEHHOCTH (aKTOPOB HeCTepUIECKON
3anuThl, ogHako nokaszarenu BACK M KOMIIOHEHTOB KOMILIEMEHTA COXPAHSUIM HE3HAYUTEIbHYIO
aKTUBHOCTH, UYTO OOYCJIOBJIEHO XPOHHYECKHM BOCHAIUTEIBHBIM IMPOLIECCOM M HEBO3MO>KHOCTHIO
ANMMHUHALAN BO30YIUTEIIS.

Tabmuwua 2
Cocrosinne ¢pakTopoB HeciennpuUECKOM Pe3UCTEHTHOCTH Y 00JIBHBIX
¢ MyKoBHCIHI030M npu kontamuHanuu Burkholderia cepacia
®aza Jlnsomm Jluaomm BACK C3 C5a
CJIIOHBI CBIBOPOTKH
3a00J1eBaHUS % Mmr/mi HI/MJI
MKT/MJI MKTL/MJI
060,\72%“6 14,39+2,1% 8,9:0,8 12,31,2* 1,18+0,09 87,6+7,3*
Henonnas
pemuccus 28,2+1,8 9,24+0,6 36,7+5,6 1,05+0,08 45,75+4,6
N=7
Horasaresni 37,8+2,1 7,940,3 25,1+3% 0,84+0,25 14,3+0,9
HOPMBI

IIpumeuanus:




*- JI0CTOBEPHOCTH Pa3iuyuii MeXIy MoKa3aTe/siMH B epuoja odocTpeHus u pemuccun P<0,05
** - 1OCTOBEPHOCTH Pa3JH4Mil MeXKIy MoKa3aTelisiMi B nepuoja odbocrpenust u pemuccuu p<0,001

Y  nereit, wundumupoBanHeix Burkholderia cepacia, HecMoTpst Ha  BBIPaXKCHHBIMH
BOCTIAJIMTEIBHBIN TPOLIECC, THKEIOE WIM OYEHb TSHKEJIOe COCTOSHUE, HaONIoJanach aHeprus
Hecrienn(puyeckux (aKTOpOB 3alIUTHI. YPOBEHBb JH30LMMa CHIBOPOTKH KpoBH, C3 KOMIOHEHTa
KOMIUIEMEHTa HE OTJIMYaINCh OT TOKa3aTelield 3J0pOBBIX JeTed, a ypOBEHb OaKTEpHIIHIHON
AKTUBHOCTH CBHIBOPOTKH KPOBH, KaK W JIM3OIIMMHAsi aKTUBHOCTh CEKpETa POTOBOM IOJIOCTH, OBLIH
CHIDKEHBI TIOYTH BJBOE. B ycnoBusx nedumura Kio4eBbIX (PAKTOpPOB HecTIEHU(PUUECKON 3aIIUThI
AHTHUTCHHAsI HAarpy3Ka COMPOBOXKIACTCS N30BITOYHBIM HAKOIIJICHUEM TTOBPEKIAIONINX KOMIIOHEHTOB
UMMYHHOTO OTBeTa M Tokcmueckux wMerabommToB (LIMK, cBOOOIHBIX paaMKaioB), KOTOpPHIC
CIIOCOOHBI TIPUBOJUTH K TOBPEXKACHUIO MOP(OIOTHYECKHX CTPYKTyp opraHa. CHUKeHHE
nokaszaresie Hecreru(puyecKon 3auIuThl B Iepruoi 000CTPEHUSI OTPakaeT TIyOOKHe HapyIICHUS B
CHCTEME HMMMYHHTETa M CIYXHUT HEOJIaronpusTHBIM MPOTHOCTUYECKHM MPHU3HAKOM, a TaKKe
CBHJIETEIILCTBYET O BBICOKOW BEPOSTHOCTH CENTHUYECKHX OCIOKHEHUH.

Tabmnuua 3
Cocrosinne pakTopoB HecnenupuIecKo Pe3MCTEHTHOCTH Y 00JIbHBIX
¢ MYKOBHCIHI030M Npu KoHTamMmuHanuu Staphylococcus aureus
®daza JTuzoum Jusonum BACK C3 C5a
CJIIOHBI CBIBOPOTKH
3a00J1eBaHMsI % Mr/ma HIr/Ma
MKT/MJI MKT/MJ
06‘;\‘1’3‘;‘*“ 56,39+2,1* 10,6£0,8* 33,32,9* 1,4£0,12 53,754,3*
P N1t 38,2+2,8 7,60,5 24,7+1,9 1,15£0,06 34,62,6
Horasaresni 37,8+2,1 7,940,3 25,1+3% 0,84+0,25 14,3%0,9
HOPMBI
IIpuMmeuanus:

*- J0CTOBEPHOCTH PAa3iuyUii MeXIy MoKa3aTeJsiMH B epuoa odocTpeHus u pemuccun P<0,05
** - 10OCTOBEPHOCTH Pa3JIHuMil MeXKIy MoKa3aTe/isiMu B nepuoja obocrpenust u pemuccuu p<0,001

[Ipyn xoHTaMuHAIUU CTa(QUIOKOKKOM B mepuoja oOoCTpeHus: HalOaioJaeTcs akTUBAlMs He
TOJNBKO OOIIMX, HO M MECTHBIX (haKTOpOB Hecmenuduueckoi pesucteHTHocTH Oonee 20% ot
HOpMBL. B mepuony pemuccum — nOKas3aTeld CTPEMATCS K HOPMalbHBIM 3HAYEHMSM, 3a
uckimoyeHrneM Cha KOMIIOHEHTa KOMITJIEMEHTA.

BeiBoabl. Takum oOpa3oM, MOABOAS HUTOT H3JI0KEHHOMY, MOXHO YTBEpXKIaTh, YTO Y
O6onmbHBIX MB HMEIOT MeCTO BBIpaKEHHBIE HW3MEHEHMs IIOKa3aTenell Hecnenuduueckon
PE3UCTEHTHOCTH KaK B CHIBOPOTKE KPOBHU, TaK M Ha ciau3ucToi obonouke. Hamm unccnepoBanus
MoKas3aJid, 4To MpPH XPOHUYECKOM HocHTelabcTBe Pseudomonas aeruginosauu Staphylococcus
aureusy 6osbHBIX MB ypoBeHb OaKTEPUITUIHOW W JIM3OIMMHON aKTUBHOCTH CBHIBOPOTKH KPOBH,
ypoBeHb CH5a KOMIIOHEHTa KOMILJIEMEHTAa KOPPEIUPYIOT ¢ OCTPOTON BOCIIAIUTEIBHOIO MPOLIECCa B
JIETKUX. B CBA3M ¢ 4eM JaHHBIE MTOKA3aTENN MOTYT PAcCMaTpPUBATHCS KAaK MAapKepbl BOCHAIEHUS U
CIIY’KUTh JTOTIOJIHUTENILHBIMU JIAOOPATOPHBIMU KPUTEPHUSIMU AUATHOCTHKH (Pa3bl OPOHXOJIETOYHOTO
mporecca.
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