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N3YYEHUE ®YHKIINU PECHUTYATOTO DIIATEINS Y BOJBHBIX
MYKOBUMCIIII030M ¥ XPOHUYECKOM OBCTPYKTUBHOM
BOJIE3HBIO JETKHUX!
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Cankr-ITerepbyprekas sgerckas ropojckas SonsHuna Cp.Onbru, Cankr- [letepOyprexuit HUMJIOP |
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STUDY OF THE CILIARY EPITELIUM FUNCTION IN THE PATIENTS WITH CF AND COPD BY LIFETIME
TELEVISION MICROSCOPY

A.G.Tchermensky, T.E.Gembitskaya, T.S.Sologub, A.V.Orlov, E.N.Mitkina, L.A.Jelenina, M.E.Faustova,
V.V.Shabalin

Summary

25 patients with CF and 20 with others of COPD were examinated. Ciliary beat was measured by a lifetime
TV microscopy of bioptates of respiratory mucous. Material was obtained with the help of brush biopsy during
fiberoptic bronchoscopy. The image of ciliary beat from a light microscope was recorded on the hard disk of the
personal computer. The specially created program estimated ciliary beat frequency (CBF) and amplitude of ciliary
beating. CBF into bronchi of the CF patients have made at impact phase — 6.3+0.33 Hz, raising phase — 5.7+0.36 Hz;
in the patients with COPD: 6.5+0.32 Hz and 6.2+0.33 Hz accordingly. The precise tendency to a drop of CBF and
amplitude of ciliary beating in the patients with CF on a comparison with the patients with COFD and literary datas
was marked. Also, the drop of indexes of beating in the patients with Ps.aeruginosae mucoid were marked. |

Pesawome

HapyweHue MykOUMAMApHOrO KNMPEHCa UrpaeT BaXHYI0 PONb B naToreHese rnopaXeHuin nerkux npw
MykoBucumaose. beino o6cnenosaHo 20 60bHBLIX C XPOHUYECKOW 06CTPYKTUBHOM BoneaHbio nerkux (XOBS) u 25
60onbHbIX MyKOBUCUMA030M (MB) ¢ pasnuyHbiM reHoTUNOM 1 BbiceBaemMoit dnopoit. Bpat-6uonTtartsl cAnMancTom
6POHXOB W HOCA MCCNeA0BaNU METOAOM NPUXMU3HEHHOW TENEBU3MOHHOM MUKPOCKONMM NPY NMOMOLLM cneuuansHo
CO3AaHHOM KOMMNBLIOTEPHOM NporpamMmel. HYactota GMeHns pecHUYeK MepuaTensHoro anuTenusi 6poHxos 60NbHbLIX
MB B ¢dasze ypapa cocraensina 6,3+0,33 'y, samaxa — 5,740,3 'y, y 60nbHbIX XOBJ1 — 6,5+0,32 1 6,2+0,33 'y,
CcooTBEeTCTBEHHO. OTMeYanach YyeTkas TeHAEHUMS K CHUXEHUIO nokasateneit GueHus pecHu4yek mMepuartensHoro
anutenus y 6onbHbIX MB no cpaeHenuio ¢ 6onbHbiMu XOBJT 1 AaHHbIMKU nuTepaTypbl. Takke Obino 06HapyXeHo
CHWXeHue nokasartenei 6ueHuns y 60nbHbIX, BLIAENAIOWMX MYKOUAHbIA LUTAMM CUHErHOMHOM Nanoyku.

[TpeacraBneHo Ha KOHKYpce MonoAbIX yueHbiX 10-ro HaunoHanbHoro KoHrpecca no GosieaHsm opratos Abixanus 31 oktadpa — 1 HosGps 2000 r.,
Cankr-ITerep6ypr.
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HapyueHne MyKOUMJIHAPHOTO KJIHPEHca SIBJISIETCS OIHUM
H3 OCHOBHBIX 3BEHbEB NaToreHesa 3a60JIeBaHHH JIETKHX,
B YaCTHOCTH MyKoBHcuHI03a (MB). OnucaHo HHIHOHpY-
outee aericTBHe (aCHHXPOHM3aLMsi HJIH TNpeKpalleHHe
GHEHHS] PEeCHMYEK) HEKOTOPHIX GHOJIOTHYECKHX XHAKO-
creit 6osbHoro MB (CF-factor) Ha pecHUTYATHIH SMHTENHH
TpaxeH KpoJHKa W abp ycrtpuusl [13,17,18,21]. Psn
aBTOPOB YKa3hIBAaIOT Ha 3aMeJUIeHHe MYKOLHJIHApHOTo
KaupeHca y GoibHBIX MB 10 cpaBHEHHIO CO 3J0POBHIMH
no6posouibliamu [5,14]. J.Sanchis u coasr. [15] onuckiBaior
HOpPMaJIbHbl€ HJIH CHH)KEHHBbIE TOKas3aTeNH MyKOUHJIHAap-
HOro KaupeHca y 6oabHbIXx MB. B psine pa6ot npusoasitcst
JlaHHBIe 06 HHIHOHPYIOLIEeM BJIHSIHHH NPOAYKTOB Pseudo-
monas aeruginosae (1-Hydroxyphenazine, pyo compo-
unds, rhamnolipid) Ha 6MeHHe peCHHYEK MEPLATEIbHOTO
snutenusi [16,19,20]. B.Donovan u coasr. [7] npeanona-
raioT, YTO PEryJIsilus YacTOThl GHEHHs peCHHYEK CBsi3aHa
¢ MeMOpaHHBIM MOTEHUHAJIOM KaeTkH. ViMeloTcst HeMHo-
FOYMCJIEHHBIE CBENEHHSI O TOM, 4TO YJbTPACTPYKTypa
pecHHYeK y yMepiuux 60abHbIX MB 6Gbisia HopmadbHoii [10].

OpnHako B GOJILLIHHCTBE MyGJIHKYeMbIX paboT HCIIOJb30-
BaJICSl paIi0adpO30JIbHBIH METOJ HCCJIEIOBAHHST MYKOLH-
JIMAPHOTO KJHpPEHCa, AeMOHCTPHPYIOUIHH CKOPOCTb JABH-
XKeHHSl CJIM3H, YTO 3aBHCHT He TOJBKO OT (DYHKIMH
pecHHYeK MepLAaTeJbHOrO SIMHTEHS, HO K OT PEOJIOTHYECKHX
cBOHCTB cau3u. McemenoBanuil co6CTBEHHO GHEHHS pec-
HHYEK PeCITHPAaTOPHOrO 3MHTEJNHsl, OCOOEHHO y OOJBHBIX
MB, nemnoro. Kpome Toro, B nonasJisiomieM G0JLIIHHCTBE
paboT HCCJEAYIOTCS PECHHUKH BEPXHHMX JbIXaTEJbHBIX
nyrei (Hoca, NIPUAATOYHBIX Ma3yX, TPaXeu), YacTb paboT
npoBe/ieHa Ha J1aGOpPaTOPHBIX JKHUBOTHHIX. PesysbraThl,
TNOJIyYeHHBIE HCCJIe/IOBATEISIMH, PAa3HSATLCS B JOCTaTOYHO
IUMPOKHKX TNpejiesiaX, BUANMO, B 3aBUCHMOCTH OT MpHMe-
HSIEMBIX METOJIOB PErHCTpPAalMH H aHa/H3a OHEHHS PEeCHH-
yek. Tak, yacTora GHEHHs] pPeCHHYEK Ha3aJIbHOTO SIHTe-
JIUSl Y 3JIOPOBBIX JIIOJIEH, H3MepeHHasi POTOMETPHUECKHM
METOJOM, MPH CBETOBOH MHKPOCKOINHH cocTaBuaa 11,2—
12,8 T'u [4,12], npu ucnonb3oBaHuK TeJIEBH3HOHHON HH-
TepdepeHTHOH KOHTpacTHOM MUKpockonuu — 9,5 'y [8], a
npH KomnbioTepHol potomerpun — 7,0—8,1 I'u [9]. Ipu
3amucH (hOTOEKTPHUECKOTO CHTHAMA C MOCJEAYIOLHM
npeo6pasoBanneM Pypbe yacToTa GHEHHS] PECHHYEK CO-
crapasia 7,8 Tu [11]. B kpynHeiX GpoHXax uacToTa
GueHHs pecHHuek Obliia paHa 7,1 [ [6]; oHa He 3aBucuT
ot Bospacta [9].

B wuccienoBanue ObuIO BKIIOYEHO 45 MalWEHTOB B
Bo3pacte OT O 10 25 Jer, U3 HHUX 25 GOJIBHHIX CO
CPeIHeTSKEJIBIM H TSKeJIbIM TeUeHHeM CMeLlIaHHOH (GopMBl
MB, ¢ pas/MYHBLIMH F€HOTHIIOM M BbiceBaeMoH (JIOpoH,
1 20 GOJILHBIX C APYTHMH XPOHHYECKHMH OGCTPYKTHBHBIMH
3aboneBanusiMu Jerkux (XOBJI): xpoHHYecKH#t GPOHXHT
(XB, n=4), 6ponxoskraTuyeckasi 6onesnp (B3, n=12),
o6aurepupyoimi 6pouxuonut (OB, n=4).

[leablo MAaHHOrO MCCJIENIOBAHHSI SIBJSIOCH H3YyueHHe
ocobeHHocTel (hYHKIMOHHPOBAHUSI PECHHYEK LUIMapHOro
SMUTEJHS PecrnupaTopHoOro Tpakta y OGoabHeix MB ¢
Pa3HYHBIMH TEHOTHNAMH, 3THOJOrHEH HH(EKLHOHHO-
BOCMAJIMTEJILHOTO NPOLECca B JIETKHX U CTEMEHbIO TSXKECTH
3a00/1€BaHHSI.

HccnenoBanve ¢GyHKUHH peCHHUYEK NPOBOAMJIOCH C
HCIOJb30BAHHEM METOIAMKH MPUKH3HEHHOH TeJIeBH3HOH-
HOH MHKDOCKONHH OHONTaTa CJHM3UCTOH JblXaTEJbHBIX
MyTeH c MmocJeayollel 3anuchlo HHTepecyloued HHpop-
MallMH 1 ee 06paGoTKol Ha Komnbiotepe [3]. [Tpu nanHoM
METOAMKE MCCJeNyeMBIi 0ObEKT M3yyajicsi B YCJOBHSIX
GJM3KHX K TeM, B KOTOPHIX OH (pYHKUHOHHpYeT B Opra-
HH3Me, YTO MO3BOJISVIO H3Yy4aTh GHOJIOTHUECKHH OGBEKT,
NpakTHYECKH He Hapyuas ero MophodyHKIHOHAILHOTO
cocTosiHus. Perucrpanus ABHXKEeHHS] peCHHUEK MPOH3BO-
IUTCS C TOMOIUBIO BHIEOKAMEphl uyepe3 IJIaTy BBOAA
BHJIEOM300paKeHHs] Ha JKECTKHH MHCK MEepCOHaJbHOro
KoMmbioTepa. BHomncusi anuTennasbHoro cockoba (Bbic-
THJIKH MepLATEeJbHOTO SMUTEJHS) OCYLIECTBIISIACH METO-
JiloM Gpalu-GHOMNCHH NPH NMpoBefieHHH 6poHxocKonuu. [To-
JIydeHHOe H300paieHHe aHaJM3UPOBAJIOCh C MOMOIIBIO
CrelHaJIbHOH KOMITbIOTEPHOH MPOrpaMMbl KOJIHYeCTBEHHOH
OLEHKH IBHXXEHHS PeCHHYEK MepLAaTeNIbHOIO 3MHTEJHS.
H3yueHue peosiorH4ecKHX CBOHCTB MOKPOTHI OCYIIECTB-
JISIZIOCh TIPH MOMOIIM ycTpoiicTBa “Peorectep”, koTopoe
TIPOM3BOJIMT aBTOMATHYECKOE ONpejesieHHe YNPYToBsi3KHX
CBOWCTB MOKPOTHI (BpeMsi pe/lakcalli¥ HUTH MOKPOTEL).

Jas craTHcTHYECKOH 06paboTKH MOJYYEHHBIX IaHHBIX
npumeHnsiicst Metop Cteionenta (kpurepuit ¢) aas n<30
[1] u xpurepuit U — Bunkokcona—Mauna—Yutuu [2],
KOpPEeJIILIHOHHBIH aHAJIH3 NIPOBOAMJICS C HCIOJIb30BaHHEM
metona IlupcoHa (r) W HemapameTpHueckoro MeToja
Kenpena (7).

Yacrotel 3amaxa y GosbHBIX MB GblJIM HECKOJBKO
HHXKe onucaHHbIX B juteparype (7,1—7,97 I'n) (taba.1).

JloctoBepHble oTimuust (p<0,05) mMexnmy GONLHBIMM
MB u XOBJI o6Hapy>eHbl TOJIBKO 10 YacTOTe 3aMaxa
KOHYMKa pecHHYKH. OfiHaKo Gblia OTMEYEHa TeHJEHIHUS
K CHHXXKEHHIO CpellHel 4acTOThl 3aMaxa y GoJibHbIX MB:
CPEAHIO YacToTy 3aMaxa Beiiue 6 'y umesn Tosbko 40%
GoabHEIX MB 1 60% Gonbupix XOBJI. JlocTOBEpPHBIX
pas/IMYMi MEeXJy YacToTaMH yaapa (Ta6m.2), aMmiuTynoi
M CKOPOCTbIO GHEHHS peCHHYEK B ABYX IpyMmax GOJbHBIX
0OHapy»XeHo He ObLJIOo.

Taxxke o6Hapy>KeHa TeHIEHUHS K CHHXKEHHIO YaCTOTHI
H aMIJIMTYAbsl OHEHHSI pecHHYeK y NnauueHToB ¢ MB,
BBIIIEJIIOINX Ps.aeruginosae, o CPaBHEHHIO ¢ GOJBHBIMH,
BHAESIOWHMHA Apyryio daopy (St.aureus, Str.pneumo-
niae, H.infl.). YMeHblUeHHe YacTOTE GHEHHS PECHHYEK
6BlsI0 Goslee BhIpaXkeHO B a3y 3amaxa (4,99+0,60 u y
GoabHBIX MB ¢ Ps.aeruginosae v 6,55+0,67 I'i y 60/bHBIX,

Tabnuuya 1

YacrtoTa 3amaxa y 6onbHbix MB u XOBJ1

Yacrora 3amaxa, My (M£SE)

Bonbtvie Y oCHOBaHuA Y KOH4YuKa
cpeaHan
PECHUYKN PECHUYKM
MB 5,7+0,36 5,4+0,73 4,5+0,62*
XOBN 6,2+0,33 5,7+0,80 7,0+0,84"
p<0,05.
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Tabnuya 2
Yacrora ypnapa y 6onbHbix MB u XOBJ1

Yacrora yaapa, 'y (M£SE)

SONGHS T y OCHOBaHuA y KOHuMKa
PecHNKM pecHuuKu
MB 6,3+0,33 7,5+0,92 5,2+0,70
XOBN 6,5+0,32 6,4+0,89 5,6+0,74

BHIENSIOMUX Apyryio MHKpodiopy). He 6bliio o6Hapy-

JKEHO JOCTOBEPHBIX PasIMUHH MeXJy 4acToToH GUeHHs

pEeCHHYeK B pasjiHuHble (asbl U aMIVIHTYA0H CHEeHHs Y

60MBHBIX ¢ pasianyHeiMH (opmamu XOBJIL.

HalineHr! 1oCTOBEpHOE CHHXKEHHE MJIHHbI PeCHHYEK Y
6ombHBIX MB mno cpaBHeHHio ¢ GoabHeMH XOBJI u
TEHIEHUHS K CHHXKEHHIO JVIHHBl PeCHHYeK Y 60JbHbIX B
(ta6u.3).

[To-BunMMOMY, peCHHYKH Y GonbHbiXx MB u B Gblaiu
TIOBPEX/IEHBI B PE3yJIbTaTe TSKEJOro XpPOHHYECKOro HH-
(beKuHoHHOro nmpouecca B Jerkux. Kpome toro, xoppeJs-
IMOHHBIM aHaJW3 TMOKasajl CHHXXEHHE 4YacTOTH yjapa y
GoabHbiXx MB ¢ KopoTkumH pecHuukamu (r=0,49 ).

BsiskocTs MOKpOTH GosbHEIX MB Gbla BhllE, YeM Y
Gonbaeix XOBJI (ta6u.4) '

Taxum o6pa3oMm, NpH CPaBHEHHH PasHBIX IPynI 60Jb-
HbIX BHIHO, YTO BpeMsl peJlakcald HHUTH MOKPOTHl Y
GonbHbIX MB B 2 pa3sa Bhillle, 4eM y GOJbHBIX C APYTHMH
tdopmamu XOBJI. I1pu KosnoHH3aHH 6POHXHAJIBHOTO CEK-
pera CHHErHoHHOH MaJIouKOH BSI3KOCTb MOKPOTHI IOBBI-
waercsi. Oco6eHHO BHICOKAsi BA3KOCTb MOKPOTHI OTMeua-
eTcsl y GOJIbHEIX, BBIESIIOIMX MYKOWAHBIH WTaMM Pseu-
domonas aeruginosae. KoppensUHOHHBIN aHAJIU3 MOKa-
3aJ1, 4TO CPeJ/iHsIsl YaCTOTa 3aMaxa CHHMXKaJlach MU MOBHI-
WIeHHH BASKOCTH MOKpoTh (r=—0,49). ¥ GoabHBIX ¢
BEICOKHMH KOHLEHTPALMSIMH XJIOPHAA 10Ta OOHAPYKEeHO
CHHXXEHHE aMIIMTY[bl H CKOPOCTH GHEHHS! PEeCHHYEK.

KoppesiiioHHBIH aHa/IM3 BBISIBUJI HEKOTOPbIe KOCBEHHBIE
NPU3HAKH HapylUeHHsl GHeHHsl pecHHYeK y 6osbHBIX MB,
B OCHOBHOM Ha YPOBHE HX KOHYHKOB:

— OTpHLATeJbHAs KOppeJIsiys YacTOThl 3aMaXa KOHYHKA
PECHHYKH CO CKOPOCTbIO GHEHHSI PEeCHHUEK IpH MoJo-
JKHUTEJNBHON KOppeJsiliK 3THX NapaMeTpoB Yy MOBEp-
XHOCTH KJIETKH;

— OTCYTCTBHE KOPPEJSLHH MeXAy aMIUIHTYHOH M yac-
TOTOH yZlapa KOHYHKOB PECHHYEK MPH MOJNOXKHTENbHOH
KOppeJsilMM CpPefHeH 4acTOThl yAapa CO CpejHed
aMIIUTYHOH OHEeHHS;

— y GousbHbIX MB KOHYHMKH pecHHYeK KojebJIoTcsl ¢
BBICOKOW aMIIKTYNOH, a OCHOBaHHE H CPeflHsIs YacTh
— ¢ Huskoi. ¥ GoabHbix XOBJI ¢ BbicOKOH aMmuiy-
TYHOH KOJIEOIOTCS CPEAHSS YacTh U KOHUHK PECHHYKH.

TsixkecTb Mopa)kKeHHs1 OPOHXOJIETOYHOH CHCTEMBI, He-
COMHEHHO, OblJIa TECHO B3aHMOCBsI3aHa C (DYHKLHeH Mep-
LaTeIbHOro SMUTeNHst 6poHxoB. O6 3TOM CBHIETEBCTBYET
cHmxenue nokasateneit ®BJl y GoJbHBIX ¢ HH3KOH
ckopocThio Guenusi pechuuek (1=0,45 u 0,53 cooTser-
CTBEHHO) ¥ CHH)XKEHHE YaCTOThl 3aMaxa 10 Mepe H3MEHEeHHS]

Ta6bnuya 3

OnuHa pecHuyek y 6onbHbix MB 1 605bHbIX ApyruMu
dopmamun XOBJ1

3abonesaHun JInuHa pecHuyeK, MKM

MB 6,31+0,51*

XOBN 8,50+0,42*

XB 9,43+0,86

B3 7,77+0,37

(0]5) 9,52+1,26
p<0,01.

XapakTepa OTAeJIsieMOi MOKpOThl (MOKpOTa CTaHOBHJIACH
rHoiHom) (t=-0,38). C mpyroit ctopoHsl, y 6osbHbIX MB
C COXpaHeHHOH MJIMHOH pecHHYeK Kalejb Obll OoJsee
NPOAYKTHBHBIM, UeM y GOJIbHEIX C YKOPOYEHHBLIMH pec-
Huukamu (1=0,49).

Taxkum o6pasoM, NpH HCCJIEJOBAHHH MEpLATEeJbHOTO
3NHUTENHUS ObIJIO OOHAPYKEHO CHHXKEHHE YacTOThl OHeHH
pecHHuek y 6oabHEIX MB, HapylieHue GHEeHHUST peCHHYEK,
CBSI3aHHOE C FeHeTHYEeCKH JeTePMUHHUPOBAHHBIMH U (heHO-
THIIHYECKH OOYCJIOBJIEHHBIMH AMCKPHHHUECKHMH Hapy-
IIEHHSIMH, MOBPEX/EHHE PECHHYEK MEpLATEJbHOro 3IMH-
TeJUsl, KOTOPOe TaKXKe INPHUBOAMJIO K HapYLIEHHIO HX
6uenusi. Kpome Toro, 6blJIo OGHApy»XeHO HapylleHHe
(DYHKIMH KOHYMKOB pECHHUYeK, KOTOpoe MOXeT OBITb
CBSI3aHO KaK C TOBPEXIEHHEeM pPEeCHHYEK BCJEACTBHE
TSDKEJIOT0 XPOHHYECKOTo BOCHAJIMTEJBHOTO Ipolecca B
6poHxax GospHbIX MB, Tak U ¢ AMCKPHHHYECKHMH Hapy-
weHUsIMH. BoJsiee HH3KHe BEJNHYHHBI YACTOT YKa3aHHbIX
(a3, 0co6E€HHO YaCTOThl 3aMaxa, H aMIVIUTYAL GHEHHS Y
6osmbHBIX MB Moryt ObITh CBsI3aHbl C HapylLIEHHSIMH B
CJIOSIX TeJIb ¥ 30J1b GPOHXHAJIBHOrO cekpeTa (yMeHbleHHe
TOJILHHEI CJIOS 30JIb TIPH OOILEM YBEJHYEHHH KOJIHYeCTBa
MOKpoThl). [locnieiHee IPOHCXOAMT KaK BCJEACTBHE Ma-
TOreHEeTHYEeCKHX OCOOGEHHOCTEeH 3a6o/ieBaHHs, TaK H B
pesyJbTaTe MOCTOSTHHO PEUHAHBHPYIOIIErO BOCNAJIEHHS B
OGPOHXHANBHOM JIepeBe, YTO MPHBOAHT K H3MEHEHHIO PeoJIo-
THYEeCKHX CBOMCTB MOKPOTHL. [leficTBUTENbHO, HCCel0Ba-
HHE BSI3KOJIAaCTHYECKHX CBOMCTB MOKPOTHI NTOKA3BIBAET,

Tabnuuya 4

Ynpyroeaskue CBOMCTBA MOKPOTbI Yy 6onbHbix MB 1 XOBN
C pa3nu4yHoi mukpodnopon

Bpema penakcauumn
3abonesanue il = p
HWUTH MOKPOTSI, C

XOBJ1 (n=17) 0,041+0,007 <0,05
Mykosucumnos (n=16) 0,080+0,012
S.aur., H.inf. (n=14) 0,065+0,009 <0,05
Pseudomonas (n=11) 0,092+0,008
Non mucoid (n=8) 0,087+0,010 <0,05
Mucoid (n=3) 0,119+0,007




4TO BSI3KOCTb BbieJIsIeMoro 60JbHEIMH MB cexpeTa MmoBbl-
lieHa B 2 pasa MO CPaBHEHHIO C 3THM IOKasaTejieM Y
6oabHbIX XOBJI 1 HOpManbHBIMH BeJH4YHHAMH. [ToBbilIe-
HHE BSI3KOCTH OPOHXMAJbHOrO CEKpeTa Y 3THX GOJBHBIX
06YyCJIOBJIEHO He TOJBKO HACJEACTBEHHLIM HapylIeHHeM
(DYHKIHH XJIOPHBIX KaHaJOB, HO H NPHCYTCTBYIOLIEH B
AbIXaTEJNbHBIX MYTAX 0cobod MuKpodopol. IIpucoenu-
HEHHe XPOHHYECKOH CHHEerHOMHOH MH(EKLHH MOBHIIaeT
BSI3KOCTb MOKPOTHI IIyTeM H3MEHEHHST COOTHOIIEHHST KHC-
JIBIX H HEHTpaJIbHBIX CHaJloMyLHHOB. Kpome Toro, MHOrHe
60JIbHBIE UMEIOT MYKOWIHEIH [ITAMM CHHErHOMHON MaJIo4KH,
NPOAYUMPYIOUHH aJIHHAT, KOTOPHIH TaKXKe CIoco6CTBYeT
YBEJIHYEHHIO BSI3KOCTH.

YunThIBasi HEMHOTOYHCJIEHHBIE NaHHbIE JUTEPATyPhl O
COXPaHHOCTH YJIbTPACTPYKTYPHl PECHHYEK LHJIHAPHOTO
3MHUTENHS Y 60JbHEIX MB U 0TCYTCTBHE KOPPEISIHOHHBIX
cBsized myTauuu reHa TPBM wu nokasarteseilt 6HeHus
PECHHYEK MOXKHO MPEATONOXKHTD, YTO BhISIBJIEHHbIE Hapy-
IIeHHs (PYHKIMH LHJIHAPHOTO SMHUTENUs1 y 60bHEIX MB
He SIBJISIIOTCS FeHEeTHYeCKH 00y CIOBJIeHHBIMH. MBI cUHTaeM,
YTO NaHHBIE HapYIIEHHS CBSI3aHbl C BHEIUHHMH BO3Jel-
CTBHSIMM Ha DECHHYKH MeplaTesbHOro anutenusi. OnHo
M3 TaKHX BO3JEHCTBHH — MeXaHHYEeCKOe MOBpeXJeHHe
(ykopoueHue pecHHYEK) BCJe[CTBHE BhIPaXKEHHOTO BOC-
najeHusi B 6poHXHajbHOM nepeBe. B To e Bpemsi mMep-
LaTeJbHBIM SMHTENHH B TeYeHHe JUIMTEJbHOTO BpeMeHH
BBIHYXJIeH paGoTaTh B KpaiHe HeGJarornpusTHHIX s
HEro ycJIoBHsAX: GOJIbLIOE KOJHYECTBO BSIBKOrO GPOHXH-
AJIPHOTO CEeKpeTa, YacThie 060CTPeHHs] OPOHXOJIErOYHOTO
BOCIMAJIHTEJNILHOrO Ipollecca, arpeccHBHasi MUKpodJopa u
T.A. Pabora pecHHuek B TaKHX YCJOBHSX C TeyeHHeM
BPEMEHH MOXET NPUBECTH K (DYHKUHOHAJNbLHBIM Hapyle-
HuAM (aBTOMaTH3Ma, SHEpreTHYeCcKoe HCTOLIEeHHe, Hapy-
LWIEHHEe KOOPAHHALMH OHEHHS] PECHHYKH B LIEJIOM H T.1.).
O ToM, YTO 3TH HapyLIeHHS ABJSIOTCS NPHOOPETEHHBIMH
H, BO3MOXHO, OOpaTHMbIMH, CBHAETENbCTBYET TO, YTO
yacrora ynapa y 6onbHbeIXx MB cHHXXaeTcsi ¢ Bo3pacToM
(xoTst B HayuyHOH JMTepaType NPHBONSTCS CBENEHHS O
TOM, 4YTO YacToTa OHEHHSI PeCHHYEK He 3aBHCHT OT
Bo3pacTa). B To Xe Bpemsi aMIUIHTY/la H CKOPOCTb GHEHHS]
PeCHHYEK yBeJIHYMBAIOTCS MO Mepe HapacTaHHs 06ocTpe-
HUA BTOPHYHOrO OpOHXHTa y GosbHBIX MB wHiau npu
nopeieHHH KOE (kosoHueo6pasyiomux equHHI) NnaTo-
JIOTHYECKHX areHToB B MoKpoTe GosbHbIX. Ilociennee
JIOKa3bIBaeT, YTO Y MepLATEJbHOrO SMHTEJIHS eCTh HEeKo-
TOpPbI€ Pe3epBbl, KOTOPHIE OH MOAKJIOYAET B Cjyyae Heob-
xonumocTH. Ha oOCHOBaHHM MOMYYEHHBIX AAHHBIX IS
0603Ha4YeHHs1 OGHAPYKEHHBIX (PYHKIHOHAIBHBIX Hapyllle-
HHH MBI Ipe/lIaraeM BBECTH TEPMHH “YCTaNOCTb pecHHYeK”
KaK BBIpa)KeHHe NPHOOGPETEeHHOro XapakTepa H3MeHeHHH
(YHKUHH UMIHAPHOTO 3MUTEJIHSI.

B BIB O I BI

1. ¥ 6onbubix MB pasBuBaeTcsi MHOrohaKTOpHAS LIHJIH-
apHasi AMCHYHKUHSA, XapaKTepH3YIOILasacs MOBPEXe-
HHEM DEeCHHYEK CO CHHXXEHHEeM YacCTOTHl yaapa Mo-
BPEX/IEHHLIX DECHHYEeK H “ycTalocTblo pecHHYek”
(cHMXXeHHe YacTOTHl 3aMaxa, HapylleHHe KOOpAHHA-
UMY OHEeHHs] PECHHYKH KaK eMHOro LeJoro).

2. PasBuTHe 1MIHAPHOH AUCHYHKUMH B GOJbIIEEH CTENEHH
00yCJIOB/IEHO HapylleHHeM GHeHHs KOHYMKOB PecHHYEK.

3. I'eHeTHUeCKH NeTePMHHHPOBaHHOE MOBHIILIEHHE BSA3KO-
CTH OpPOHXHAJbHOIO CEeKpeTa M XpOHHUecKas CHHe-
THOHHasl HH(EKUHs NMPHBOAAT K CHHXKEHHIO 3(hdek-
THBHOCTH MYKOLHJIHADPHOTO KJIMpEHCca.

4. Hapyuienusi MyKOUHMJIHaPHOTO TPAHCIIOPTA CIIOCOBCTBYIOT
(GOpMHPOBAaHHIO H TMPOrpecCHpPOBaHHI0 GPOHX006CT-
PYKTHBHOrO CHHZIpoMa y GosibHBEIX MB.
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JUATHOCTUYECKOE 3HAYEHME HEITPAMOTI'O METOJA
OIIPEJIEJIEHUSI TAHKPEATUYECKOM HEJTOCTATOYHOCTHA
BJIACTA3BI-1 B CTVYIJIE Y BOJIBHBIX MYKOBUCIIUIO30M

Menuko-reHeTHIecKuit HayaHblit ienTp PAMH, Mocksa

DIAGNOSTIC MEANING OF INDIRECT METHOD FOR ELASTASA-1 PANCREATIC FAILURE DETECTION IN
FAECAL MATERIAL OF CYSTIC FIBROSIS PATIENTS

N.Yu.Kashirskaya, N.l.Kapranov, N.F.Kabanova, E.A.Kalashnikova

Summary

The aim of our work was to search specificity and sensitivity of pancreatic elastase-1 (E-1) immune enzyme
detection (ScheBo®BioTech. Germany) in faecal material both to define pancreatic failure in cystic fibrosis (CF)
patients and to diagnose CF. The trial group included 128 children. The main subgroup involved 112 CF patients
including 4 ones with CF pulmonary form aged from 3 months to 19 years. The control group involved 16
conventionally healthy children of the same age with no obvious digestive injury.

The E-1 concentration in all the control group children was within the normal range (more than 500 mcg/g
of the faecal material), thus, the specificity of the method was 100%. Meanwhile, the sensitivity of the pancreatic
failure detection in the CF patients was 86.6%. Moreover, we revealed the negative correlation (r=0.4; p<0.001)
between E-1 concentration and a dose of a pancreatic enzyme drug (a lipase unit per 1 kg of the body weight in
a day) taken by patients.

Therefore, the faecal detection of E-1 is a simple, exact and non-invasive method for pancreatic failure
diagnosing in CF children; therapy with pancreatic enzyme drugs does not influence the result. The E-1 level
detection can help to select a pancreatic enzyme replacing dose in CF patients. If the E-1 level is normal, the
reasonability of pancreatic enzyme drug administration should be revised. When monitoring E-1 level in CF patients
with preserved pancreatic function it is possible to administrate pancreatic enzyme drugs timely.

Pesiome

Llensto Hawe paboTbl 66110 u3yyeHue cneumduyHoCTH 1 YyBCTBUTENBHOCTU MMMYHODEPMEHTHOIrO METOAa
onpeneneHus naHkpeatuyeckon anacrasbl-1 (E1) B cryne (pupma “ScheBo®-BioTech”. Fepmanun) kak ons
BbISIBNIEHUA NaHKPeaTU4eCKon Hea0CTaTOYHOCTU Y 60NbHBLIX MyKoBUCUMAo3om (MB), Tak 1 ans ycTaHOBKM CaMoro
nunarHosa MB. B uccnepyemyio rpynny sowso 128 peteit. OcHoBHyl0 rpynny coctasunu 6onbHble MB (112
nauueHToB), U3 HUX 4 ¢ neroyvHoi popmoit MB, B BoapacTe oT 3 mec 10 19 neT. B koHTponbHoM rpynne (16 peteit)
6bInv YCNOBHO 340POBLIE AETH TOrO Xe Bo3pacTa 6e3 BUAMMOro nopaxeHus CUCTEMbI NULLIEBAPEHWS.

Y BCcex AeTeit KOHTPONbHOW rpynnbl KOHUeHTpauus E1 okasanack B npeaenax Hopmebl (6onee 500 mkre 1 1
ctyna), uto rosoput 0 100% cneumduyHocTy TecTa. B T0 Xe Bpems 4yBCTBUTENLHOCTb BbIABNEHUSA NaHKpeaTU4ecKoin
HepocTaTodHoCTU Yy 6onbHbIX MB coctasuna 93%. YyBCTBUMTENBHOCTL METOAA ANS NOCTAHOBKM AnarHosa MB
coctasuna 86,6%. Kpome Toro, Hamu Gbina BbifBneHa otpuuartensHas koppensuua (R=0,4; p<0,001) mexay
KoHUeHTpauven E1 1 00301 naHkpeatuyeckux pepmeHToB (eanHuLa nunasbl Ha 1 Kr macesl B 1 cyT), npyH1Maemon
60nbHBIMK,

Takum oOpas3oMm, uamepeHue KoHueHTpauuu E1 B cTyne sBnAsieTCs NPOCTbIM, TOYHBLIM, HE MNPSMbBIM W
HEMHBA3MBHLIM METOA0M ONpeneneHns NaHKkpeaTUyecKon HeAOCTaTOMHOCTU Yy aAeTen 6onbHbix MB, npuyem Ha
pesynbLTaT He BAUAET Tepanua naHkpeaTuyeckummn pepmentamu. 3HaveHue yposHs E1 moxer nomous B noabope
[03bl 3aMEeCTUTENbHbIX NaHKpeaTuyeckux pepmeHToB y 6onbHbix MB. Mpu HopManbHbix 3HaveHuax E1 cnenyer
nepecMoTpeTb He06X0AMMOCTb HadHayeHus naHkpeaTnyeckux pepmeHTos. Miccnenys nokasarenu E1 8 auHamuke
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