Azarbaycan Perinatologiya va Pediatriya Jurnali (ElImi-praktik jurnal)

KOPPEKIIA HAPYIIEHUM TEMOCTA3A Y JIETEM C MYKOBUCII030M

Kacymoga C. M.}, Mxadaposa T. 10.2
Aszepoatiodcanckuti Meouyuncxuii YHueepcumeml
Naftalan, Garabag Resort and SPA?

MyxkoBucuuao3 (MB) siBiisieTcsi BaskHO#l npo0JieMoii COBpeMeHHOH 1eTCKOi MyJIbMOHOJI0-
run. [Iporuo3 3a6o/ieBanusi B 3HAYNTEJIbLHON CTENEHN OIpeesisieTcs BbIPAKeHHOCThIO Mopa-
JKeHnsl OpoHX0JIeroyHoi cucreMbl. IMEeHHO M03TOMY ONITHMH3AIUsl TePalleBTHYECKON TaKTH-
KM, U3bICKAHHE HOBBIX 3(Q)QeKTUBHBIX METOA0B TEPANMU COCTABJISAET OCHOBHYI) CTPATEIrHIO
BeieHus1 00abHbIX MB.

I'emocTaTyeckue HapyuieHHsl, UTPAKOIIME 3HAYMTEJIbHYI0 POJIb B Pa3BUTHH NATOJIOTH-
YecKOro mnpounecca, B BO3HHKHOBEHHHM MHKPOLUPKYJIATOPHBIX, TPOMO0IMOOIHYECKHUX H
reMopparn4ecKkux 0cJ0KHeHui y 00abHbIX MB MaJsio n3ydensl.

Hccnenopanus 24 60abubIX MB B Bo3pacTe ot 6 MecsiieB 10 3-X JieT B nepuoj 000CTpeHHs
00J1e3HN BHIABWJIN HAPYLICHUS B INIa3MEHHOM M TPOMOOLUTAPHOM 3BEHbSIX CHCTEMBbI IeMocC-
Ta3a, BHIPAKEHHOCTh KOTOPBIX 3aBHCEJIA OT TAXKECTH COCTOSTHMA 00JIbHOI0, pACIIPOCTPAHEH -
HOCTH OPOHX0JIEr0OYHOI0 npouecca. Bkioyenne B KOMILUIEKC TePaneBTHYECKHUX CPeaCcTB 0eJ1o-
ro Hagramanosoro macia (BHM «Ag naftalan yag» aunensus Ne 091418) B Bujae yJabTpa-
3BYKOBBIX MHTAJISIIIUI COBMECTHO ¢ renapuHoM (200 Mr Ha Kr B CYTKH) CIIOCOOCTBYeT MOJIO-
JKHTEJbHOMY KINHUYeCKOMY 3 ¢eKTy U JTUHAMHUKE IeMOCTa3u0rpaMMBbl.

Knroueswle cnosa: oemu, MyKogucyuoos, 2emMocmasuocpamma, 2enapuH.

MykoBHCIMI03 - OAMH U3 Haubojee pac- [Topaxxenne nerxkux npu MB sBisgercs
IIPOCTPAHEHHBIX HACJIEJICTBEHHBIX 3a00jeBa- OJHUM HX KOMIIOHEHTOB 3TOrO MYJBTHUCHUC-
HUHM, YacTO WMEIOMUN HeOIAronpUusTHBINA TEMHOT0 3a00JIeBaHMsI U MOXKET UMETh OoJee
nporuo3 [1,2]. bosie3ns npexne Bcero, xapak- CEpbE3HBIE IOCIEACTBUS I IPOTHO3UpPYE-
TEPU3YETCsl IOBBIMICHHON NPOLYKLUUEH BA3- MOM NPOJOJIKUTENBHOCTH KU3HH ITALIUEHTOB,
KOro OpOHXM@JIBHOIO CEKpeTa, 4YacThIMU yeM MH(QEKLUUU JIETKUX, pa3BHUBILEECS I10
JIETOYHBIMU MH(EKIUAMH U  OOCTpyKLHUEH npyruMm npuurHaM. Jlerkue OonbHBIX MB
apixarenpHbIx myteit [3,4]. Tlo mepe mporpec- UMEIOT YHUKAJIBHBIE XapaKTEPUCTHUKU MU
CHUpPOBaHUS JIETOUHOM 00JIE3HU MPOXOAUMOCTb KpaiiHe ysA3BUMBI K KOJIOHM3AI[UU MHPEKIUU
OpOHXOB yXyJAIIaeTcs, 00pa3yroTCs y4acTKH OOJIBIIIOrO YMCIa HEOOBIYHBIX CPEJOBBIX OIl-
aTeNeKkTa3oB (CHajeHue TKaHU JIETKOro), pas- MOPTYHUCTHYECKUX MUKPOOPTaHU3MOB [7].
BUBaeTCcs HMQH3EMa, TOCTENEHHO pa3py- MB (xucto3Hblil (pUOPO3)-TUMHYHOE ayTO-
IIAeTCSl MAPEHXMMa JIETKOr0, CYIIECTBEHHO COMHOE pELIeCCUBHOE 3a0ojeBaHHe, Koraa
CHU)KACTCSl HACBILIEHUE KPOBU KHUCIOPOAOM NaToJIOTUYeCKU (WM MYTaHTHBIM) TreH
n OOJbHOU PUCKYET NOTMOHYThH OT JIETOYHO- pacroyiaraeTcss B KaXJ0W M3 JABYX NapHBIX
CepAIeYHON HeIOoCTaTOYHOCTH. B (uHanbHOM xpomocoM. Poaurtenn Ttakoro pebGeHka —
cTanuu 3a00JeBaHMs IEepecagka KOMIUIEKCa TaK)K€ HOCHUTENM NATOJIOTMYECKOro I'eHa, HO
cepAle-JIeTKhe ocTaercs A 00JIbHOTO €AMH- 9TOT «HEAOCTATOK» Yy HUX KOMIIEHCUPYETCH
cTBeHHOU Hazaex 0. [To Mmumo 6ponxoneroy- HOPMAJIbHBIM T'€HOM, PACIOJIOKEHHBIM B
HOW cucTeMbl y OonbpIIMHCTBA 00JbHBIX MB COCEIHEH TOMOJIOTUYHOM XpOMOCOME, B
MOpakaeTcsd  MOJUKEIYJOYHAst JKelme3a ¢ pe3ynbTare 4ero mpu3HakoB OOJIE3HH Yy HHUX
nepUIUTOM MaHKpeaTHudecKuX (epMEHTOB, B He HaOmromaercs. Y TakoW pOIUTEIHCKOU
CBA3U C YE€M HApYIIAETCs BCACBIBAHUE JKHPOB napbl MOKET POAUTHCS peOEHOK, COBEPIIEHHO
u 0OenKoB, B pe3yibTare OOJbHBIE OTCTAIOT B HOPMAJIBHBIA HE TOJIBKO C MEIULIMHCKOM, HO
pocTe U MOABEP>KEHBI TUIIOTPOPUH, HapyIlIe- U C TEHETUYECKOW TOYKM 3peHus (25 maHcoB
HHUE NPOAYKLHMH UHCYJIMHA BEAYT K Pa3BUTHUIO u3 100), ¢ 50- mpoLleHTHON BEPOATHOCTHIO UX
nuabera [5,6,7]. JIeTH OYAyT KJIMHUYECKH 3JJ0POBBI HO, TAKKE,

Kak W PpOAUTCIIU, OKaXYTCsA HOCHUTCIIIMHA
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MaTOJIOTUYECKOTO T€Ha; U HAKOHEll, CYIIECT-
BYeT 25 MpOLEHTHAas BEPOSTHOCTb POXKICHUS
0onpHOrO pebeHka. OgHAKO, K TaKOro poja
pacueram cjeiyeT OTHOCHTCS C OOJbIIOi
OCTOPOKHOCTBIO, BCTPEYAIUCH CIy4yau, KOra
B C€MbE U3 TpexX JAeTel Bce Tpoe Obuid 0OJIb-
Hbl MYKOBHCIIM/IO30M, BIIOJIHE BEpOSITHA WU
obparnas cutyarus [7,8].

[TonararoT, 4TO MYKOBHUCLHI03 MOSIBUIICS
Ha EBpomneiickoM KOHTHHEHTE MPUMEPHO 3a
3000 smer no Hamiel 3pbl, B CBA3M C MUIpa-
IUSMU HAceJCHUS | MU3MEHEHHUSIMH YCJIOBHIA
MUATAaHUS, XOTS caMa MyTalus BO3HHUKIA
ropa3zio panbine. MyKoBHCIIHI03 KaK caMmoOC-
TOSITENIbHAsE OO0JIE3Hb OKOHYATENBHO  OBLI
unentudunrpoan B 1938 romy Omaromaps
paboTe aMepHKaHCKOTrO IaTojiora W Bpada
Jlopotu AwnzaepceH, KoTopas HE TOJBKO
JETANBHO OmNucana KIMHUKY M MaToJOruyec-
Kylo aHatromuio MB, HO u yOeauTensHO
Jl0Ka3ajga €ro HacJEACTBEHHYI0 IPUPO.Y.
Opnaxko MmyTaHTHBIA reH MB Ob11 0OHapy)keH
mumb B 1988 rony monBeka cmycTs mocie
KJIACCMYECKOT0  HMCCIeOBaHUS  AHAEpCeH.
DTOT I'eH OTBETCTBEHEH 3a (HOPMHUPOBAHHE
MOHHOTO KaHajia, BCTPOEHHOTO B MeMOpaHy
SIUTEHABHBIX KJIETOK. [ ero obOo3Haue-
HUS UCHONB3YIOT aHTIUHCKyr0  abOpeBua-
typy CFTR (cystiq fibrosis transmembrane
conductance requlator) ¢yHkmus KoToporo —
TpaHCMEMOpaHHBIM TPAaHCIIOPT MOHOB XJIOpA.
Ceromgust uzBectHo 6omnee 1500 pa3znooOGpas-
Heix Mmyranuid B reHe CFTR, oOHapyxkeHue
KOTOpPOTO MMEET IIaBHBIM 00pa3oM JIHUarHoc-
TUYECKOE 3HaYeHHE, OCOOCHHO B CIyyae cMa-
3aHHOM KJIMHHUYECKOM KapTUHBL. Y HOCHUTE-
neir maronormyeckoro reHa CFTR wmoryr
ponuTcsl Kak OOJBbHBIE, TaK M 3/I0POBBIE JETH.
XOTs poJb HaApYUIEHUST TPAHCMEMOPAHHOTO
TpaHcmopTa Xjopa B mnaTtoreHee MB He
BBI3BIBAET COMHEHHH, OJTHAKO ITOT A€(PEKT HE
MOXKET OOBSICHUTH BCEr0 MHOT000pa3us
KJIMHAYECKON KapTHHBI 3a00eBanus [8,9].

MyKOBHUCIHI03 SIBJISETCS BaXKHOU MpoO-
JIEMOW COBPEMEHHOW AETCKOW MYyJIbMOHOJIO-
ruu. MccrnenoBanus MocieiHUX JET cyllec-
TBEHHO PACHIMPHIINA HAIU TPEICTaBICHUs 00
ATUOJIOTMH, TATOT€HE3€e, METOJaX JHUarHoc-
TUKH, JIeYEHUs, MPOPUIAKTUKN U peaduiInTa-
MK OOJIBHBIX C JIaHHOM maToJsioruei [9,10].

06 ycmexax, JOCTUTHYTHIX B JiedeHUH MB
CBUJCTENBCTBYET TOT (haKT, YTO M3 MATOJO-
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MM PaHHEro JAETCKOro BO3pacTa OHa MOCTe-
NIEHHO IIpeBpallaercd B 3a00JeBaHHUE cTap-
LIET0 BO3pacTa U O0JIE3Hb B3POCIBIX.

IIporno3 3aboneBaHuss B IOJABIISAIOLIEM
OOJIBIIMHCTBE CIy4yaeB OIpEeNseTcss BbIpa-
KEHHOCTBIO IOPaXEHUs OpPOHXOJETOYHOU
cucteMbl. VIMEHHO NO3TOMY H3Y4YEHHMIO HO-
BBIX METOJIOB TEpaluK OpOHXOJErOYHOU CHC-
TeMBI yJensercs 0osiee NMPUCTAIbHOE BHHUMA-
HUE.

[leyaTHbIX COOOIIEHUN O KIMHUYECKOM
IIPUMEHEHNU TellapuHa B COYETAHUM C MYKO-
aKTUBHOH Tepamnuel mpenaparamy 2 Tpymil -
MYKOJUTHYECKUMU W PETUIAPATaHTAMHU WM
THIIEPOCMOTHYECKUMHU-HEMANIO, YTOOBI  pe-
3yJIbTaThl CUUTaTh OOHAJECKUBAIOIIMMHU B
KauecTBe OaszucHOl Tepanuu. IIpu Boznei-
CTBUM YKa3aHHBIX IIPENapaTOB yBEIUYMBACT-
C BOJHAs COCTaBIISIOIIAs, KOMIIEHCUPYS
Ne(eKT XJOPHBIX KaHaJoB, OOYCIOBJIEHHBIX
renom MB [10,11].

I'emocTaTueckne HapyLIEHNs, UTPAIOILNE
3HAUUTENIbHYIO POJIb B PA3BUTUU IATOJIOTHU-
YECKOIro IIpoLecca, B BOSBHUKHOBEHUN MHUKPO-
UPKYISATOPHBIX, TPOMOOIMOOTNIECKUX H Te-
MOpPparuyeckix OCJIOXHEHUH y aeredl 00Jib-
HBIX MYKOBHMCLIHJ030M, MO H3YYE€HBI, YTO
ONpEACINIO Lelb HACTOALIEro HCCIEeNo-
BaHUS.

[Ton Hammm HabMIOEHUS HAXOAWINUCH 24
JeTel B Bo3pacte oT 6 MecsleB 10 3-X JIET C
MYKOBUCIHJI030M. TsKecTb COCTOSHUS 00JIb-
HbIX OILIGHMBAJM MO MOJIU(MUIMPOBAHHOMN
mkane [lIBaxmana-bpacunaa: tsxenoe coc-
tosinue (MeHee 40 OayioB), CpeaHE TKEIOE
(41-55 6annoB) ymosnerBoputenbHoe (56-70
0aJlIoB).

20 neteii ¢ MyKOBUCIIMI030M MOCTYIAJIU B
KIIMHUKY C OOOCTpEHHEM XPOHHUYECKOTO
OponxozeroyHoro mpouecca (I rpymmna), xo-
TOpPBIM y OOJBHBIX CO CMENIaHHON (opMoit
3a00JI€BaHNs CONPOBOXKAAJICS  YCUJICHHEM
kumeyHoro cuapoma (Il rpymma). 13 24-x
OOJIBHBIX MYKOBHMCLHUJ030M TOJBKO 4 MOCTY-
NWIK B KIMHUKY B (ha3ze peMuccuu i Ka-
tamHecTHueckoro obcnenoBanus (Il rpym-
ma).

HccnenoBanus NMpoBEAEHBI B OTIEIECHUSX
HUN Ilemmatpun mmenn K.A.Dapamxesoi,
HUWN Tematonorun u Tpaucdysuonoruu
umenn b.A.DiBazo u Garabag Resort and
SPA (Naftalan).
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I'emocTas uccnenoBany MmyTeM ompesene-
HUS cojepkaHus (GuOpWHOTEHa B ILIa3Me,
aKTUBHUPOBAHHOTO YaCTHYHO-TPOMOOIIIACTH-
HOoBOTO BpemeHu (AUTB): akTMBUpPOBaHHOTO
BpeMeHHU pekaibliudukanun miazmel (ABP),
nporpomOuHOBoro wuHaekca (I1M); myrem
MPOBEAICHUST TPOMOOAIacTopaguu CBEKEIUT-
paTHOM KpoBU ¢ pacueroM R+K-mokasarens
XPOHOMETPHUECKON KOATyJIsIUN, MaKCUMAIIb-
HOM aMruTynbl (A), wHACKCa TPOoMOOIuHA-
muueckoro norenuuana (UIT); onpenenenus
KOJIMYECTBAa TPOMOOLIUTOB, arperaiuu TPOM-
OOLINTOB, PAaCTBOPHMBIX KOMIUIEKCOB (HO-
pun-moHomepa (PK®M) »sraHONOBBIM |
POTAMUHCYIb(PATHBIM TECTaMH; BBICOKOMO-
JEKYJAPHBIX MPOAYKTOB Jerpafgauuu  ¢Guo-
puHa u pubpunorena (IIJJ®) tectom ckien-
BaHUs CTapUIOKOKKOB W AKTUBHOCTH aHTH-
tpombuHa Il (AT).

Cratuctuueckyro o0pabOTKy MaTepuana
MPOBOJIMIIA METOJJAMH MEIAMIIMHCKON CTaTHC-
TUKH C Y4€TOM COBPEMEHHBIX TpPeOOBaHMUIA.
JIOCTOBEpHOCTh pa3inyuvid OLEHHUBAIU METO-
JaMH TapaMeTpUYECKUX U HemapaMmeTpHuec-
KMX KpurepueB BHIKOKCOHY. BprumciieHus
MPOBOAMIMCH Ha D3JIEKTPOHHOM  Tabmuie
EXCEL-2010 u SPSS-20.

[Tonydennsle ngaHHble (CM.TAONHILY) CBHU-
JETeNbCTBYIOT, YTO M3 OOLIMX KOAryJsHOH-

HBIX TECTOB Hambosee HMHPOPMATUBHBI
XpPOHOMETPHYECKas U CTPYKTYpHas KOHCTaH-
TBI TpoMOo31acrorpamMmel (TOI). Xponomert-
pudeckas U CTPYKTypHasi THUIEPKOATrYJISIUs
Habmoganack y 15% ocTpbix OOJBHBIX MYKO-
BUciua030M u y 4,5% OGonpHBIX B (haze pe-
muccuu. Katamnes 3a0oneBaHus y 3TUX 00JIb-
HBIX TIPOTEKal TSHKENI0, COMPOBOXKAASICH Ie-
MOpPAaruueCKUMH MPOSIBICHUSIMH B BUJE KPO-
BOTCUEHUI W3 HOCA, MECT UHBEKLUUN U KaTe-
TepU3aLUH.

VYpoBeHs (puOpuHOTEHAa BO BCEX TpymIax
OOJIbHBIX B TIEPUOJIBI O0OCTPEHUS M PEMHCCUU
Obu1 cHmxkeH. [lokaszarenu, XxapakTepusyro-
M€ COCTOSIHHE (PAKTOPOB «BHYTPEHHETO)
npokoaryisnuonaoro 3sena (AUYTB, ABR) y
4 6onpHBIX MB  ObuH yKOpOueHb! (p<0,05)
[N Obu1 cHIKEH Y 2 OONBHBIX C MpPU3HAKAMHU
TOKCHYECKOTO TelaTuTa, YTO BEPOSITHO MO-
XKeT ObITh 00YCIIOBIIEHO MOTpediieHneM (Qakx-
TOPOB CBEPTHIBAHUS  «BHEIIHET0» IIPOKO-
aryJisiMOHHOTO 3B€HA U BO3MOXKHO, Hapylle-
HUEM CHHTe3a (DaKTOpOB CBEPTHIBAHHS IIe-
YEHBIO.

YpoBeHb TPOMOOIIMTOB OBUI JOCTOBEPHO
noBblilieH y 60onbpHBIX MB B octpoii daze u
pemucenn [(369,2+18,5)x10° u (317,4 £21,3)
x10° /n

Taoauna 1.

Cocmosanue niasmennozo u mpomMooyUmMapHozo 36eHbe8 2eMOCMasza y GOIbHbIX J1€20YHOU U
cmewannou gpopmou mykosucyuoosa (M+m)

I'pynna
1-n1 2-11 3-1
IToxkaszare | KonTpoanb Bce Cocrosinue o mkaJje llIBaxmana
Jb 00JIbHDBIE (B 6ajL1aX)
40 41-55 56-70
@uopu- 3,03+0,03 | 2,48+0,08 2,56+0,14 | 2,23+0,3 2,65+0,22 2,45+ | 2,27+0
Hnozen, 2/n kel Fokx 0,92 ,09
**
AYTB, C | 38,50+4,20 | 29,39+0,93 | 26,60+1,33 | 31,90+1,57 | 29,7+2,08 31,77 | 31,93+
* *x +1,36 | 0,92
ABP, C 60,00+0,60 | 54,74+£2,04 | 53,60+3,19 | 55,80+2,77 | 56,90+3,48 | 60,13 | 55,59+
* * +1,85 | 1,27
*
T, % 98,40+0,90 | 95,10+2,01 94,80+3,02 | 94,80+2,62 | 100,80+3,93 | 96,25 | 98,84+
+1,36 | 1,04
T3r:
R+K, mm | 23,3£2,00 | 15,66+1,28 12,15+1,32 | 13,50+1,00 | 15,50+1,96 | 16,16 | 16,57+
**k*x **k*x **k*k ** i0’77 0188
** **
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Ci 2,06£0,20 | 3,96+0,32 4,56+1,65 | 3,93+2,13 | 2,86*1,71 3,43+ | 3,17+0
* 0,33 ,18

** **

MA, mm 48,14+2.40 | 51,16+1,47 | 55,40+£2,19 | 53,10+£2,13 | 44,30+3,37 | 54,48 | 4891+
+2,13 | 1,07

HTII, eo 8,20+2,10 | 20,37+2,52 | 25,50+2,81 | 20,20+2,25 | 11,03+£5,38 | 20,40 | 13,16+
**k*x **k*x **k*x :i:3,28 1117

** *

AT 111,% 124,00+£16, | 112,40+8,96 | 97,26+4,35 | 125,0+14,9 | 125,0+28,34 | 108,85 | 112,96
20 +8,05 | £8,27

IVIdx10° | 3,31£1,04 | 17,17+4,35% | 34,67+8,33 | 10,0+5,40 | 12,0+5,86 11,83 | 8,50+2
2/ +5,49 |,99

IIpuMmeyanue. /JoCTOBEpHOCTD pa3au4uil IPU CPAaBHEHUH C KOHTPOJIBHOM I'PYIIIION;

* .p<0,05, ** -p<0,01, ***-p<0,001. Ci-6m0-
JIOrMYCCKasA KOHCTaHTa CBCPTBIBAHHUA, OIIpEC-

MA
nensemMas Io Q)opMynem > COOTBETCTBEH-

HO] MO0 CPaBHEHHUIO C KOHTPOJBHOW TPYIITOH
[(239+13,6)x10°, p<0,001].

[Ipn ananuse arperarorpaMMm yCTaHOB-
JieHa pa3Has CTeNeHb arperauud TpoMOo-
uutoB. [IpuMeHeHHe B KadyecTBE CTUMYIIS-
topoB AJI® mo3Bonmiio cynuth 00 arpera-
LHMOHHOM, a KoJUlareHa W aJpeHalliHa —O
(GYHKIMOHATBHONH CHOCOOHOCTH TpOoMOOIIH-
ToB. Y 20% OGonpHbIXx MB u y 64% npu
peMHuCCHU ypOBEHb MaKCHUMaJbHOM arpera-
uud npu ctumyisinun AJ/[®@ npeblman B
cpenneM Ha 20% aHaIOrMYHBIC TTOKA3aTeNId B
KOHTpOJIbHOM rpynne. CHUKEHUE YpOBHSA
MaKCUMaJIBbHOW arperanuu Mpu CTUMYJISIHUHA
AJ1® gBASAIOCH OHUM U3 PAHHUX MPU3HAKOB
KOaryJonaTuu MOTpeOJIeHusl; OHO OTMeva-
nock 'y 34% u 28% OonpHbIXx MB | 1 Il rpynn
COOTBETCTBEHHO.

Crenensp Jie3arperaiii TpOMOOIIUTOB MIPH
CTUMYJIAIIMM MalbIiMH pa3BeneHusiMu AJ[D
MO3BOJISTIa CYAUTh O CTOMKOCTH 0OpazoBaH-
HBIX arperatoB. HeoOpaTUMas arperamus
Ha0I0/1a1ach y MOJOBUHBI BCEX OOTBHBIX.

Ocnabnenue QyHKIITMOHAIBHOW aKTHBHOC-
TH TPOMOOIIMTOB OTMEUEHO Yy TOJIOBHUHBI
6onpHBIX MB, Torma kak y KaTaMHECTH-
yeckuX OOJIbHBIX HaONIONAIoCh YCHIICHUE WX
(GyHKIIMOHATBHOW aKTUBHOCTH. JlocTOBEpHOE
noBbilieHre ypoBHs 11/1® BbIABIEHO y BCex
OOJBHBIX MYKOBUCIIUI030M. [Ipu 3TOM Mak-
cuMaibHoe ToBbIeHue 11D Habmroganock
y 2 OOJIBHBIX MYKOBHUCITUIO30M C TIpU3HAKAMHU
XPOHUYECKOTO JIETOYHOI'O CEpAlLlA, YTO, IO-
BHJIUMOMY, O00YCTIOBIMBAJIOCH BHIPAKCHHBIMH
reMOJIMHAMUYECKUMHU HAPYIICHUSIMU, THIOK-
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CEMHMEN UM TunepkanHue. OTH H3MEHEHUs
COYETAINCh CO CHUKEHUSAMU aKTUBHOCTU AT
M.

[TonouTenbHbI  MPOTAMUHCYIb(ATHBIH
tect (IICT), ompenensoomuii HaTUYUH B
kpoBu PK®M, otmeuen y 56% u 31% 6oiib-
HbIX MykoBucuuao3oM | u |l rpynn cootBet-
CTBEHHO. [10JI0KUTENBHBINA 3TAHOJOBBIM TECT
HaOMoaIcs y OAHOrO OOJIBHOIO MYKOBHC-
II1JI030M C JIATEHTHO TEKYLIUM CHHAPOMOM
JUCCEMUHUPOBAHHOIO  BHYTPHUCOCYIUCTOTO
ceepthiBanus ([IBC).

Takum 00pa3oM, y OOJBHBIX MYKOBHUCLU-
JI030M B mepuoj; o0ocTpeHus: OpoHXO0Jeroy-
HOro Ipolecca HaOIIOAAIUCh HAapYyLICHUsS B
IUIA3MEHHOM U TPOMOOLIUTApPHOM 3BEHbBSIX
CUCTEMBI F'€MOCTa3a, BEIPAXKEHHOCTh KOTOPHIX
3aBHCeNa OT TAKECTU COCTOSHUS OONBHOTO U
pacipoCTpaHEHHOCTH OPOHXOJIETOYHOTO IMPO-
necca. JTO MOATBEPKIAETCS JAaHHBIMU KOp-
PENSILIMOHHOTO  aHalu3a MEXIy KIMHHUKO-
(YHKIMOHATBHBIMHU MapaMeTpaMu M IOKa3a-
TEJISIMUA FeMOCTa3uorpaMmsl. [leTanbHblil aHa-
JU3 MO3BOJWI auarHoctuposatb y 50% oc-
TpbIX OonbHBIX MB u 33,3% xkaramHectu-
YeCKMX MallMeHTOB XPOHHUYECKYI0 (Qopmy
cuaapoma JIBC. Ilogoctpas ¢opma cunapo-
ma JIBC onpenenena y 15% 6onbHbix MB 1
4,5% KaTaMHECTUUECKUX MAIlHEHTOB COOTBET-
CTBEHHO.

Ilocne KOMIIIEKCHOTO J€YEHHS, BKITIO-
YaOIIEro aHTUOUOTUKH, JIeUeOHYIO (U3KYIIb-
Typy, HNO3UIIMOHHBIA JApeHax ¢ BHOpomacca-
KEeM TPYIHOU KJIETKH, MYKO M OpOHXOJIUTH-
YyecKue npenapatsl (B TSDKENBIX Clydasx Jie-
3UHTOKCHUKAIIMOHHAs Tepanus-reMozie3, peo-
[JIIOMaH, PEOMNOJIMENIOKHUH, KakapOaKkcuiasbl,
BUTaMUHBI, KapJUOTPOIIHbIE MPENapaThl U Ap)
HaOIIOAamN yay4llleHue KIMHUKO-(YHKIHO-
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HAJIbHBIX M TEMOCTA3HOJIOTMUCCKHX IT0Ka3aTe-
ner, omHako y OonbHBIX MB coxpansiachk
XPOHOMETpHUYECKasi U CTPYKTYpHasi TUIIEpKOa-
ryJasnus y katam. XpoH. ['mmnepkoamu. Kpo-
Me Toro y OosbHBIX MB HaOmromanoch TeH-
neanusas Kk cHwikeHuro axktusHocta AT I,
NuauBuyanbHbI aHAJIA3 [TOKA3aJl, YTO JIeve-
HUE Yy psaa OOJBHBIX HE MPUBOJUIIO K KOP-
pensuuu HapyluIeHUH B CUCTEME I'eéMOCTasa,
YTO SBJISUIOCH IOKA3aHUEM IS BKIIOYEHHS B
KOMILUIEKC TEPAneBTUYECKUX MEPOIPUITHI
B/BEHHBIX HMHBEKIIMA WU YIBTPa3BYKOBBIX
uHrajsiqui renapuHa (200 mr Ha 1 kr B

CyTku). B pe3ynpraTre OTMEUYEH MOJIOKHUTENb-
HBIN KITMHUYECKUH 3P PeKT U TuHaMUKa TIOKa-
3areneil remocrazuorpammsbl. Takum oOpa-
30M, IIOJTyYEHHbBIE PE3yJIbTaThl MO3BOJISIIOT pe-
KOMEHJIOBATh ISl JTUArHOCTUKU BO3MOXKHBIX
HapylIeHUd remocraza TpoMOo-3JacTorpa-
¢uto, ucciaenoBaHUWE AarperanuoHHON CIO-
cobnoctu TpomoOoruToB, [ICT, onpexnenenue
[NA®D u aktuBHoctu ATIII. B cnyuasx Bbipa-
KEHHOT'O0 H3MEHEHHs TIeMocTa3a I[es1eco00-
pa3HO B KOMILJIEKCHOE JieueHue 60apHbIx MB
BKJIIOYATh TeMapHH.
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XULASO

MUKOVIiSSiDOZLU USAQLARDA HEMOSTAZ POZGUNLUQLARININ
KORREKSIYASI

Qasimova S.Ml., Coforova T.Y.
Azarbaycan Tibb Universiteti*
Naftalan, Qarabag Resort and SPA

Acar sozlar: usaq, mukovissidoz, hemostaz, heparin.

Mukovissidoz (MV) miiasir usaq pulmonologiyasinin ciddi problemlorindondir. Xostoliyin
prognozu ohamiyyastli doracade bronx-agciyer sisteminin zodolonma daracasinden asilidir. Bu
sabobdon terapevtik taktikanin optimallasdirilmasi, yeni effektiv miialico iisullarinin axtarist MV
xostolorin nazaratindo osas strategiyani toyin edir. Patoloji prosesin inkisafinda shomiyyatli rol
oynayan hemostatik pozgunluqlar, mikrosirkulyator, tromboembolik vo hemorragik fosadlar MV-lu
xoastolords az todqiq olunmusdur.

6 aydan 3 yasa qodor 24 MV xosto usaqlarda koskin dévrdo hemostazin plazma vo trombositar
holgesindo askarlanmis doyisikliklor xostoliyin agirliq doracasindon, bronx-agciyar prosesinin
yayilmasindan asili olmusdur. Terapevtik todbirlor siyahisina Ag naftalan yaginin (ANY, lisenziya
Ne 091418) heparinlo birga (200 mq/kq ¢oki) ultrasss inqalyasiyanin torkibino daxil edilmosi
miisbat klinik naticoni tomin edir.

SUMMARY

CORRECTION OF DISORDERS OF HEMOSTASIS IN CHILDREN WITH CYSTIC
FiBROSIS

Kasumova S.M.,}, Jafarova T.Y.?
Azerbaijan Medical University"
Naftalan, Garabag Resort and SPA?

Keywords: children, cystic fibrosis, haemostasiogram, heparin.

Mucoviscidose (Cystic fibrosis. CF) is an important problem of modern pediatric pulmonology.
Prognosis is largely determined by the magnitude of the defeat of the pulmonary system. That is
why the optimization of therapeutic tactics to find new effective methods of therapy is the basic
strategy of patients with CF.

Hemostatic violations playing a significant role in the development of pathological process,
occurrence of Microcirculatory, thromboembolic and hemorrhagic complications in patients with
CF little are explored.

The study of 24 patients with CF aged 6 months up to 3 years during acute illness revealed
irregularities in plasma and platelet levels of the hemostatic system, the expression of which
depended on the severity of the patient's condition, the incidence of lung process. The inclusion in a
complex of therapeutic agents white naphthalan oil (BNM «Ag naftalan yagi» license number
091418) in the form of ultrasonic inhalations together with heparin (200 mg per kg per day)
contributes to the positive clinical effect and dynamics of the haemostasiogram.
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