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BBEAREHMUE

AXTyaﬂbHOCTb npoonemn, CPEJM MHOXECTBa& aAKT)YAaNbHBX, BOAHYHOWAX

npobnem COBPEMEHHON MEZNUMNLE, B NEZUATPHM — BLCOKON MUHGEKUWOHHON

3aboneBaeMocTn, HONe3HEeN HOBOPOWNZEHRBX W T, [

.. Y B3pOCABX - nNpo-
FOMRANWEr 0CR pPOCTa CepgeNHO—CcOocCygncTux 3abonemannit, 3710KaAYEeCTBEH-—
HBX onyxonen w gp., NpotnemMa MYKOBMCUMgO3a MOXET Ha NepBbi BITrAAg
NoKa3laTbCA BTOPOCTENEHHON ® ManosnawnMon, OgHaKO 3Ta npobnema ume-
eT 0cofyw 3HAYUMOCTb B CHUAY TOrO, YTO JAHHOE TEHETHUHEeCKU geTepMn-—
HMpOBaHHOE 3aboNepaHne ABARETCHA CAMBM HACTHM U3 BCEX HACHegCcTBEeH-—
HuX Gonesznen o6GMeHa BewecTB W PAcCNpPOCTPAHEHHOCTL ero B obwen nony-—
naunn nocToRnno yBennuusaetca (C.B8 Pauwnncknn ¢ coaeT.,1974; 1989;
T .E.Fembunuxas, 1990, Pritchard, 1987; Geddes, 1988).

NpegcTaBnaa co60M MYyAbTHOPrannoe 3a60oneBanMe, MYKOBUCUMO3I MHO-
roobpaszen B CBOEM KIMHWYECKOM npoaBnennun, Ha 0co6EEHHOCTAX cuMnTO-
MaTHKh CKa3wBaeTCR T€HOTHUN, NOoKaNW3aunMa npouecca, BO3PACT NepBoX
NPOABNEeHMN, cTenelHb ywepHHOCTH HEKOTOPHX IaUNTHHX MEXaHW3IMOB U
emwle MHOXECTBO 0aKTOpPOB, CHNA BNINAHWA KOTOPLX, K COXARNEHWN, HepoC-—-
TaTo4no nayvena (H. U Kanpanoe, 1986; B, C bapanos ¢ coaet., 1991;
Zeaske et al., 1987; Steinkamp. 1992). NosTomMy Mo BugnM npeobna-
faAHNe OfHMUX BApPUAHTOB B NEPNOZE HOBOPOKJEHHOCTH W NEpBHX MeCcaues
WH3IHKW, xPYTUX — B Honee CTapwnx BO3pacTRuEX rpynnax (Sturgess et
al., 198%&).

C ynywwennem gnarHoCTHKW W BHEgPEHNNEeM B TepaneBHYeCKyw NpPakTu-
XKy HOBHX NOKONEHMR ana npenapatoB (MyXOnNWTHUKOB, AHTHENOTUKOB, 3IH-—
3UMOB W gP.) Hauwanwu MeHHTbCQ MCXOgb MYKOBMCUMgO3a, llapannenbHo 3To-
MY C€Tann HarannMBaTbCR gaHHbe O HONee WNPOKOM CNEeKTPe NaTONnoruyec-—
KHX M KNMHRHECKNX NPORBAEHNI MYKOBUCUMgO3a Yy geTen, o0cobenno cTap-
WUX BO3pacTHBX TPynn, NogpoCTrOB W B3Ipocnnx, Mewgy TeMm, TpagnunoH-

HO MHOTHE KNMHUHECKNEe NCCnexgoBalna CBOLgATCA K n3yvennw 6ponxonerow—
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HOTrO annapaTa M ReAYgOYHO—-KWWEYHOro TpaxkTa, B TO BPEeMf Kak oCTawT-
CR B CTOPOHE ACNEKTH PEnpogyKuUMH, IHZOKXPUHHHE, CTOMaTONOrUYecKkMe
npobneMmun n gp. Harxonnennme KANHNUHECKOrO MaTepuana CBUREeTENbCTBYET
O TOM, H4TO B HACTORIWlES BpeMa HAa NOBECTKY gHA CTAHOBRATCR HOBHE npo6-
neMb: PacCliMpPeHne KNMHNUYECKOro nonanmoposnima 3a60NEeBaHHR, NORBNEHHE
ATHNUYHBEX QOPM,

BaMHO nog4epKkHYTb, HTO HANW4YNE PAga KNMHHUHECKUX OcoBernocTen
MyKOBMCUNO3a W €ro WCXOogOB O6YCNOBNEHO Kak reHeTnueckumum ocoben-
HOCTAMM, T&K M ageXBATHOCTLHI NPOBOIMBWENCHA TEPANMK, KAWECTBOM gUC-—
naHcepHoro Ratnwgenna, OgHaKO gO HACTORAWEro BpeMeHH BCceM GONbHEM
HEe3aBUCHMO OT BO3PAcCTa, TAKECTH W ©OPMH HONE3HU NPHUMEHRETCR egn—
Hag| cAReMma gucnanHcepunsaunn 6e3 yvHeTa UENOro pPaga KANHNHMECKUX 0COo-
6EeHHOCTEl, Hannuna ocnoxHennit, KpoMe TOro, MCKNWYNTENbHO BaxHoOe
3HaYeHne npnobpeTaeT OPraHn3auna MegMKko—COUNANTBLHON BHEWHen cpeghl,
WHOOPMNPOBAHHOCTH pognTenen n 60NbHBEX O BCEeX acnexkTtax 3Ton Gones-
HM M Ha Ha3e 3TOro pa3BUTHE gUOGGEPEHUUPOBAHHOTOQ NOgXOga B BONPOCAxX
AMCNAaHCEpPHOT o Habnwgenns,

3aTpaThH @MRAHCOBBWX CPeJCTB ¥ PEecypcoB NpH N€4YeHMH HONbHHX MYKO-—
BACUMJO3OM BeCbMa CYWecTBEHHH, DakTHYecKan CTOMMOCTb NEHEHUR Taknx
60onbHBX TOYHO HEeW3IBEeCcTHAa, OgHAKO COrNACHO NpPOBEegeHHBM nogcHeTam,
ona coctaBnaer otv 7500 go 15000 $§ B rog Ha rawgoro 60AbHOro B 3a-—
BUCNMOCTN OT CTENEHN TAKRECTH, MHIUBAZYANbHHX noTpebHOCTENM M rocnu-—
Tannsaunn (bwonn BO3, 1985; Report WHO, 1989). B OPI pacxogn na ne-
Yyenne ogHoro GonbhHoro coctasnawT 1110-2760 DM ne cunTas 3atpaTwe no
yxogy - 290-788 DM B Mmec, (Gottschalk et al., 1992).

Bce oTmeveHHOe BhWe W ONpezennno UEenbL M 3a3gaYN gaHHON pPaoTh,
XxoTopas BxOguT B nporpamMmy 0,69,06 "PaspabotaTb u BHEgpHTb Cpegc-
TBa ZMATHOCTHKWM W NEHEeHNR OCHOBHBX 3aboneBanHnn maTepn n pebenka",

lenb paboTw - gaTo O6LEKTUBHYW XAapPaKTEPHCTUKY COBPEMEHHOro Te-

HeHNA MYXOBHUCUMLO3® BO BCE& nepnogn rerTcrtea, ncnbnbaoaaa KARHRNK O—
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nabopaTopHbHEe KPHTEPHK E€ro 3BONNTHBHHX QOPM, Bbaanpyace Ha nonyuwen-
HOX JaHHBX OHOCHOBATbL AagEeKBAaTHBE NOgXOgb K TEpanun uU gucnaHcepunsa-
UMM B 3aBHCHMOCTHM OT BegyWMR CHHIPOMOB M XapakTepa TreHEeTUNHNEeCKHWN n3-
Merernn

AnNA JOCTUXEHMR YKA3aHHOM UENW Npegnonaranocb pewnTb cnegynune
3agaLn:

.

1. Ha ocHOBe gnnMTEenbHOro gMHAMUNECKOTO RABNWIEHNA 3a feTbmu,
6ONbHEMU MYKOBUCUMJIO3OM, ONUCaTb KAWURNNECKHE BapuaNTh CTpagaHnsa n
AATb XapakTEepHCTHKY MX M3IMEHEHUH B 3aBUCHUMOCTH OT BO3pacTa,

2. BaTb MHKPOOMONOrMYECKYN XapakTepncTuky OPOHXONEroNHOoro npo-
nuecca, OCOBEHHOCTEN HMMYHONOTMHECKHUX pPeakuun, NIMEHEHUH 3HJOKPHH-
HON CHCTEeMb B CO4YEeTaHMH ¢ 0COBEeHHOCTSMM reHoTuna Gonbubx.'

3. OxaparxTepn3ioBaTb COCTORHNE WENYJOHHO—KHNWENHOTO TPakTa: YuH-
THBAR HEM3IYHEHHOCTb NOPAXERNA Xene3 pPoTOBOWM NONOCTW gaTb nogpobroe
onncanme CTOMATONOTMHECKOro cTartyca, a TAaKMe YTOYHUTb xapéxTep no-
paxeHnna renatobUNMTNapHoOn CHCTEeMh,

4. W3yunTb XapaxTep CTAHOBNEHWA PenpogykTHBHOW oyHKUWM y GONb-—
HBX MYKOBMHCUMZO3OM,

5. Pa3zpaboTaTb gHodepeHUNPOBAHRHBE NOLIXOL X JNIEHEHWN W gucnasce-—
pr3aunn SONBHEX C TUNWUHHEMU W ATUNHHHBMKH GOPMAMK MYKOBUCUHUgO3a,

6. ObocroBaThH HEOOBXOZWMOCTbL CO3JAHNMA PEruoOHaNbHBX LEHTPOB MYKO-
BUCUNZO3A& C NOAHWM PEerucTpom # MOHUTOPHMHIOM NPOBOIZUMOR Tepanun,

Hayqnan HOBMW3HA, nposenenuoe nccnepgoBanne no3IsBoOoAINNO agaTb NON-

HY10 KTMHUHECKYN XAPaKTEPUCTHKY HE TONbKO TUNMHHBX, HO M ATUNNMHBX
®OPM MYXOBMCUMgO3a, YCTRHOBNEHO CYWECTBEHHOE Pa3Nnvine MHROTUX na-
60paTOPHHER ¥ MHCTPYMEHTANbHBX noka3aTenen y GONbHHX C PA3NUMHON
CTEeneHbw TRAKECTH, ¢OopMamMn 3a60NEBAHURA, a TAKKE B 3aBUCHUMOCTH OT
Bo3pacTa. Wcnonb3oBaHWe MONEXYNRPHO-TEHETHHECKNX METOJ0B NO3IBONM—
N0 BNepbne YCTAHOBMTb 4acToTy geneunn F508 B perunone Ypana, B oT-

TuMMEe OT paHHNX uccnegoBaHnit, 6BNO NOKA3aHO, 4TO genNeHne MYKOBHCUM—
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HO3a H& KJINHNYECKHEe POPMB fOCTATOMHO YCNOBHO, NOCKONBKY Y MHOIMMX
6onbHbBX ¢ BO3PACTOM NPOMCXOANT TPAHCGOPMAUNA JAHHWX GOPM, NpPUYeM Yy
HacTn 6ONMBHHEHX 3TO CONPOBOXAAETCHR YMEHbUEHNEeM CTENeHNn TAKECTH CTpa-—
gaHna, C ypenanvyenunem Bo3pacTa HO0AbLHBX NPONCXOLNT IBONKUMA HEKOTOPLX
KANHNHECKNX NPOABAEHHN C NOABAESHNEM HOBHX CHHZPOMOB, B HAaCTHOCTH
nopakxeHne TaKkON 3IKIOKPHHHON Menme3w, Kak npocTaTa, a TaKkwe pegrux
OCNOXMHEHUR, HaANpPUMep amMurongola.

B npouecce paboTwm 6bnn nony\veHbn pe3ynbTaTh, KOTOpPbe BnNepBHE
NO3BONNAN MHTEPNPETHNPOBATH HEKOTOPHE KANHNYECKkHEe N nabopaToOpHbe
M3IMEHEHNRA NPpn MyroeBucumgosze, B vacTthocTH, 6wn npegnomeH HOBHN Me—
TOg RWATHOCTHMKN MYKOBMCUNZO32 Ha& OCHOBAHWN MOPOOMETPHUN Cnwnb, Bo-
fABNEeHa pONb TroOpMOHa npOﬂéKTMHa XKaKk perynaropa 3k30cekpeuun, ycTa-
HOBNEeHa NPMYNHa APTPONATMH NPN MYKOBACUWMZO3E, YTO NO3IBONMNNO pPa3dpa-—
60TaTb OpPUTrMHaAnbHBN METOg NevenHn| 3TOoro npoaBnennsn Gonesnwn, C gpy-
row CTOPOHRB, N3IYyuHUeHHe PEerynaTOpPHHBX NPHCNOCOONTENbHHX MEXaHN3IMOB
oprannima 60AbHBX MYKOBHCUWZO3IOM NO3IBONWNO OTBEThb H& pRjy BONPOCOB
K2CaTenbHo »apMakonOrnyecKon KOPPEeKTHPOBKK HEKOTOPbX 3IBEHbEB na-
TOorenesa myrkoencungosa, Onpegenenne MOpPwoONTHHECKUX CBONCTB W CO-—
CTapa 3NeXKTPOANTOB CANHB NO3BONAET PACUNPUTbL gNATHOCTHUHECKHEe BO3-
MOKRHOCTH MYKOBMCUNgO3A,

Pe3ynoTaTn npoBegeHHBX HAGAWZEHMN # HAKONNEHHWN B 3TOM Hanpas-
NeHnn MHOTONE@THWN OnWT NO3IBOANAN pa3paboTaTb pAg OBOCHOBAHHBX pe-
KOMEN falluit NO NeNeHnw W guncnanHcepHoMy obcnywnBannw Gonbhax, B 3Tom
nnane 3HaRMUTENbHUM NOACNOPbEM RBARKETCH ONHWT CO3gaHHOM Hamu obwecT-
BEeHHOW OpPrannsaunn pogutenen n EonbHaX MYKOBHCUM O3 OM,

lTpakTnyeckan 3raunmocTbh, PeaynbTaTn paboTh NO3IBONAWT peKk oMeH go-—

BaTb KOMNAEKC KNMHUKO-NAboOpPaTOPHBX NoKka3laTenen ANA OUEHKN THRXREeCTH
COCTOAKRNSA 60anux, onpegeneHn’a HanpaBlEHHOCTHN NATONOrMNECKOro npo-
uecca w npornola 3aboneBanrnn, Nameneunsn PEerynaToOpHBX CHCTem opra-

HH3Ima y GonbHBX MYKOBHCUNgO3OM HOCAT BTOPHMHKRHMN aganTUBHLM XapaxkTtep
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n He TpebywT kaxnx-nnbo cepbe3nHux KOppexTHpoBOK, Wcnonsb3obanwue on-
pegenennns reHoTnna 6ONbHBX NO3BONAET HE TONbLKO NOBHCHTbL TOMHOCTDH
ZNATHOCTHKHW, NOMOYbD B NPOTrHO3INPOBaHWMK TeveHns 3abonesBaHnm, HO M
.
CymecTBEHHO NOBNWMATL HAa NCHXONOTMYECKUN KAMMAT B CeMbe M NPpHHATHE
pemwesna O NOBTOPHON HepeMeHHOCTH,

Onpegenenne xpuTepneB TAXECTH n oopm 3aboneBaHH| NO3BONRET BH-
paboTaTb HEeTKHe XpuTepnu gNR pellerns Bénpoca O BuH6Ope ONTHMMANbHO-
ro nedeHmfa n gUCNAHCEepHOT O Habawgenns,

Co3ganne accounaunn pogntTenen n GONbHLHX MYKOBMCUMJO3OM NO3BONA-
eT 3HAUNTENbRO YNYHUNTb 3¢PSKTHBHOCTh gMchanHcepu3sauum 3a CHET HH-
©OPMNPOBAHHA GONbHBX K WX pOoxnTEenen, NOgKNNHEHHMR K KOMMYyHAaNlbHbM'

nporpamMamM noMommn, a TaKXe nOBHCUTbL YPOBEHb xomnnennca,

Brhegpenune pesynbTartorR paboTa, MeTog KkOMNNexcHOro KnnHnxo-nago-—

paTopHOoro o6cnepgOBaHns, [HCNANCEPH3alUnK, PEeXxoMeHgaUunMn RO NeHeHHnr
W NPOOMNAKTHKE OCNOXHEHnN BHEepgpeHn B paboTy OTgenenrnss NpoennakTu-
Hécxoﬁ negnatpnn HWN meguunmHcxnx npotbnem Cepepa CO AMH (r, Kpacho-
APCK ), Kadvegpu geTCcknx Honeanen KpaCHOARPCKOro MEIMUMHCKOTrO HHCTH-—
Tyta, TIOMEHCKOTrO MEZMUMHCKOrO MHCTHTYTa, geTckon GonbHuubm N1 .
Tomcxa, Tpoguenckoro MEIUUNHCKOT O MHCTHTYTa&, obnacThoNn geTcron
6ongnnuu r.'poguo, o6nacthon getckxon Sonbrnub r , Ogeccun, YKkpannc-
KOT O [|eNTpa gMarHOCTHKH N JEYeHUs MYyXOBHMCUMgO3a, O0BracTHOR peTc-
xon Gonounuw r, anopoxbe, Krankenhaus s.Duren (OPr), Zentrum fur
Kinderheilkunde der Universitat Bonn, CF-Selbsthilfe Aachen e.V.,
nynbMoHonornyeckoro uentpa r Exatepunbypra,

Anpobaunn patoTu. OCHOBHHE NONONEHNA pabOTh fONOXEHB Ha nNneHap-

HHX 3acegannax CBepgnosckoro obwecTBa geTcknx Bpasen (1990; 1992y,
Bcecowanon kxonvepenunn "AxTyanbhuwe npo&nemn NYnbMOHONOTLUN gETCKO—
ro pospacta” (Tomcx, 1990), I Bcecowsnom koHrpecce no GoneanHsm op-
panoB guxanna (Knes, 1990), TNnenyme npaBnenns Bcepoccuickoro na-

YHHO-MEegUUNHCKOTO ObwecTBa ge€TCKNUX Bpauen (Hanwunx, 1991). I Bce-
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POCCHACKON KOH®EpeHUHH no npobnemam myxoBucumngoza (Nlewnnrpag,
1991), Pecnyenuxancxoﬁ cemMnHape HauMegoOB OBNACTHBX geTCKUX 6onbHMYU
(ExaTepunbypr, 1992), Knnuuvseckxon xoneepenunn (OPT | s. Duren, 1992,
Hay4yHO-NpakTHHEeCcKkOn K OHOEPEHUMNH FK&B'Nlo (Exatepnubypr, 1993).

OcnoBHBE NONOXEHNR, BHHOCHMBE HA 3aWNTY:

1. BO3MOXHOCTbL TPARHC®OPMAUUKN KANHMHECKUX GOPM,

2. O60CHOBAHHOCTL BHpeneHns CTeneHen TaANecTH MyxoBrcumgo3a,

3. 3aBHCHUMOCTb KNHHMUUECKON KAPTHHH OT MyTaukn y GOAbHLHX
MYKOBHCUN JO3OM,

4. HeobxrognMMOCTb BHgENEHNA HOBHX CHHEPOMOB W OCNOXHEHWH MYKO-—
BUCUNgO3a,

5. BO3MONHOCTbL PacCuUMpPEeHNn Tepanun MYKOBUCUMgO3a, MCNOonb3ya 6no-—
XaTOpH KANbUMEBHX KaHanoB, BHpPOHXOaMNATATOPH, IrenaTOTPONHWE CpegcT-
Ba, OKCHTreHOTepannw, MeCTHOE NPHUMEHEHHE CeKpeTonnThia,

6. HeoBHX0guMOCTbL BHEZPEHMS IHOGEPEHUMPOBAHHON gucnancepusaunm
GONbHEHX C NPpUBAEHEHHEeM accounaunn pogntTenen W HONbHBX MyKOBHCUN-
fO30M,

fyGanxaunn ., o MaTepnanam gunccepTtaunn onyonnkosana 31 paboTa,

O6veM n cTpykxTypa paboTh, AMCCEepTauMs COCTOMT n3 BBegeHna, 9

rnap, 3aKNWYEHWR, BLHBOJOB, yKa3aTens nuTepafypu, Bk nwvawmero 151
oTevecTBeHHEN W 332 nnocTpaHHbnX HCTOHYHUKOB, PaboTa uianoxena na 257
CTpaHnuax MAWUHONUCH, TEKCT U3noXen Ha 172 cTpaHnuax, waawctTpa-

TUBHBN MaTepuan npegctaBnen 27 Tabnuuamn n 22 pPHCYHKaAMK,
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FrnhnAB A I .

Ob30P NMWUWTEPATYP U

1.1. CoBpemenHne gaHHbHE O NATOTEHETHHECKNN NUIMEHEHNAax npu
MykoBuUCcUungo3e

Myxoencungos npegctabnaer co6om CHCTeMHOE MynbTHOprannoe 3zabo-
nesanne‘nacnegcrsennoro XapakTepa, uUMepwee B CBOEeW OCHOBEe nopaxe-
HMEe 3KIOKPUHHBX Kene3 oprauunima, [locne ocHoBONONArawwero OTKXPHTHA
di Sant Agnese B 1953 rogy naMenenns 371eXKTPONUTHOrO cCocTabBa NOTO-
BOM MM ZKOCTM NOABUAACbH BO3IMOKHOCTb NPUXNIHEHHON gUATHOCTHKH M
cnegopaTenbHO, ONPEegEennThb PacNpPOCTPAHEHHOCTb gaHHOro 3afoneBaHns,
pPacunMpnTh NpPejcTaBleHWR O TeHeTHnHeckOoh npunpoge »w naTtorenese, 6o-
lee nogpoBbHO ONUCATb KAMHNYECKYNW KAPTHHY, YyCTAHOBMTb TOMHOCTbL U
HagEeMHOCTb pRga gWAarHOCTNUYECKHX TECTOB,

B HacToRwee Bpema n3 Gonee 250 onuncaHHbX HacnegcTBEHHBR 60—
neznen obMeHa bewecTB B €BPONEONIHON NONYNAUNK vame BCEero BcTpe-
yaerca MyxkoBucumgoz: y 1 n3 2000-2500 nomopoxgennbx (Bull.WHO,
1990).

CoBpeMennoe Teuenne MYXxOBHCUKO3a npeTepneBaeT M3IMEeHEeHNWe B CTO-
pony 6onee nerxoro, Ha 370 HECOMHEHHO NOBANANAKN Takne ¢aKTOpPH, Kak
obunit nporpecc MegnuMHbB, COBEpPUWEHCTBOBAHWE gNATHOCTHKWN W CUCTEMH
couManbHuEX W nevebHux meponpuatun, Ognako, eme B 1972 ropy J.Fei-
gelson o6paTun BHUMaHKHE Ha CYWeCcTBOBaHNE KaKUX—TO KOHCTHMTYLUNOHANb-
HEX @AKTOPOB, ONpPegenanuuXx pa3lnvine TAXECTH MyKoBHCcumgosa, RO He-
KERBHEro0 BPEeMeHM B NNTepaType He YTHXana gWCKYCCHA O MOHO~ WAW NO-
MUNOKYCHOCTH pgatHoro zabonebanna, EcTecTBENHO, 4TO RATOMOP®O3 My—
KOBHCUMZO3a HE MOT HE CKa3aTbCRA HA YBENWMEHWH HUCTa XUBYWHX 60Nb-
HBX,

3HauYNTENbHOE BNINAHKE HA BHXUBAEMOCTb HOALHRX OKa3nwBaeT oprav-

HOCTb nopaxennsa (eopma 3a60nNeBaHUdA): npun nanununn y 60NbHBRX TONb-
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KO KNWEe4YHHX NPOABNEHMM C BO3PACTOM COCTORAHME Kak npaguno yaywwa-
nocb, YTO HE BLCErpga MOXHO 6BNO CKa3laTb NPU HANNYNN NPEeUMYyMEeCTBEH-—
HO nerovnbx npoasnennn (Katz et al., 1986). Cpegn HonbHBX MYyKOBHC-—
ungo3om 6e3 pa3IBNTMR caxapHoro gunabeta go 30-neThHeroc Bo3pacTa goO-—
xnnn Sonee 60% nnu (Finkelstein, 1988). Oxono 1/3 naunenHToB XnByT
6onee 30 net (Gerritsen et al., 1990). llpn ocrcyTcTBUM MHONUNPOBAH-
HocTn GonbhHbux Pseudomonas aeruginosa BbxuBaeMocTb go 16 neT mu3un
cocTaBnana 95%, M OHa NOCTENEHHO CHUXANACb NPU MHOMUMPOBAHHOCTH B
11-16 net, 6-10 n 0-5 neT (Wilmott et al., 1985). Paapa6oTka Tak-
THKN NEeYEeHNRA NHOUUNPOBAHHOCTH Ps.aeruginosa NPHMBENO K CHUXNEHNW ne-
Tanvhoctn ¢ 20 go 1-2%, npu 3Tom 10-neTHARA BLEMBAEMOCTb COCTaBHAA
90+4% (Pedersen et al., 1987). B Aurnun wn Ysnbce cpegHnit BO3pPacT
60nbHBX, B KOTOPOM NOCNEpOBAN neTalbHuit UCXOg yBenninnca ¢ 6 mec
B 1959 r. g0 17 netr B 1968 r.(Britton et al., 1989). U3yvenne Bb-
HUBAEMOCTH HONbHBEX MYKOBMCUWO30M B Raunn noxasano 10-neTHww Bb-
wnBaemocTb pabBHon 86%, 20-neTnww - T71%, 30-netnww - 52% u 40-net-
nww - 23% (Nir et al., 1992). Boobue ycTanoBienne cpegHehr npogon-
HATENBHOCTH XN3IHM NPH MYKOBHCUWZO3E& 3agava KpahHe TPygHa®m, HE TOdb-—
KO B CHNYy METOgMHECKNX 3aTPygHENWH K, HO M BCNegCTBHE HENPOJONRHTENb-
HON MCTOPMM M3YHEHNA gaHHON HO3IONOrnveckon oopmn, Kpome ToOro, kak
HaM npepgcTaBNREeTCRA, HA YPOBEHb CpPegHen NPOJONKUTENbHOCTH HKU3HW Cy-—
WecTBEeHHOe BNINAHNE 0Ka3bBaeT OTCYTCTBUE HeTKNX KPUTEepUeB aTUNHHRBX
®OPM MYKOBHCUMgO3A,

B nacToquee BpemMa reneTnveckan npupoga mMyxoencumpgosa (ayTocom—
HO-peuecCHBHHEN XaPakTEPp HACNEeLO0BARNA) HE BH3IWBAET HUKAKUX COMHE-
Hun, TNogTBepwgennem Témy RBIAETCR Bhganmeecs JOCTHXEHNE MONEKynap-
HOM 6uMonorun: YCTAHOBNEHNE NOKANN3AUNN W BHEENeHne B HUCTOM Buge
resa myxobsucumngo3la (Kerem et al., 1989, Riordan et al., 1989; Tsui
et al., 1989). EcTecTBeHHO >3TOMY npejgwecTBOBana 60NMbWAR NpegBapu—

TenbHar noncroBan paboTa, B HaCTHOCTH NPOBOAMNIOCH HM3IYHEHHNE B3IaAnMO-
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CBA3N MyKOBHCUWgO3a C gPYTOW naTonoruen u cuennedna ¢ AHK-mapxe-—
pamun (Moss et al.., 1985; Ober et al., 1987). Kax »n gna nwé6oro re-
HETHYECKNH fEeTEePMWHNPOBAHHOTO 3a360n&BaHMR, NPH MYROBMCUMjO3Ee npeg-
CTaBNAGTCA 3aMaH4YNBLM YCTARHOBUTH CYWECTBYET WUAMN HEeT CBRA3b C TaKku-
MW NEerxOKOHTPOAMPYEMHMN TEHEeTHHEeCKMMH XAaPRKTEPUCTHRAMH, KaK rpyn-—
ne kpoen, HLA anTtnrenws »u 7.p.

Ceityac ywe M3BECTHO gOBONbHO HONbWOE HMCNO BaXHBX accounaumnn
HLA ¢ 3ab6oneBaunamn., AnTurenn HLA npejgctaBasawT cnowmHyw cncTemy
TMAKONPOTEN OB, WNPOKO PACNPOCTPAHEHHYN B OPraHn3Me 4HenoBeKa, KOH-
TPpOnNupyeMyw reHaMu, PAcCRONONEHHBMW B KOPOTKOM naeve XpoMmocomw 6.
Hanbonee BupaxehHas KOpPpenfauMa ¢ 3a60neBaHURMH HMEeeT MecToO B OT-—
nowenwnn anturena HLA B 27: go 96% G60nbHBX AHKMIO3INPYyHOWHM CROHgHUAN—
ToM # 70-850% c Goneanbw PentTepa cogepxaT >T0T anTuren, Cpegn gpy-
rnx 3abonebannn, accounmnposankmx ¢ HLA, mMoxHO OTMETHMTb MMMyHoOna-
Tun, 3a360neBaHN® IHAOKPHUHHBX Wene3s, wenygovHO-KHWEeHHOro TpakTa,
koxn n gp. (A.I BabaeBa ¢ coaBT., 1987)_

Tnnnﬁoaanue TkaHK GONbHBX MykoBucunjgolom gna onpegenenna HLA
AHTHTEHOB NOKAa3ano yBennuieHne wactoTwm bBcTpevaemocTun HLA A 2 (Gotz
et al., 1974). Ognaxo aBTOphn He CKNOHHB nNpeyBennynBaTb 3HaYeHne
3TOro ®axkta, CHUMWTan, 470 n3-3a nonnmopenima HLA cncTemn pasnnua
He3HauuTenbHa, a caMm Cnyvan - oweHoMmeHanbHbM, COTrNACHO gAaHHBM An-—
TepaTyph He ycTaHoBneHO Takwe accounauun HLA B 8 # B 15 u nepe-
HOCHMOCTH T/NNKO3B y GONbHHX MYKOBMCUMJO3OM, TO €CTb KOPPEnAuUMA C
rnaeunm noxycom HLA orcytctByet (Taussig, 1984; K. popwyx, 1988).

Monexynapno-reneTnueckne nccnegopanwnsa no npoéneme MyKxOBUCUNgO-
3a NO3BONUAN YCTAHOBUTbL TONHYW NOKANN3alUMpw TeHa B Cepegure gAnH-
HOTrO nNaeva XpoMOCOMb 7, pPacwnepoBaTh €ro HYKNEOTHLHYW nOcnegoBa-—
TEenuHOCTH W Bbgenntb B 4unctom Buge (Kerem et al., 1989; Riordan
et al., 1989). Kpome 70ro, 6wn0 yCTaHOBNEHO, HTO rewn, He BXOgsamMe

B NOKYyC MYXOBHCUMgO3A, MOTYT BAKATbH Ha KARHMHECROE Tevenne 3abone-
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Baunn (Santis et al., 1990). 370 @AaBUnOCL OTNPaBHOM TOMKOWM HOBOTO
3Tana HCCnegoBaHWi, WMERWMX KPOME M3IYHEHMA GYHKUHM TEHOMa Henobe-—
K2 YMCTO NPUKTAgHOE 3HAYEHMEe gNA KANHHUNCTOB, B vacTHOCTH, 3TO
NO3IBONHNO NONYHUTb OTBET Ha OgHH W3 TNABHHX BONPOCOB: Kak0Ba MaTe-
pHanbHas OCHOBA KJIMHMYECKOW TeTEepPOreHHOCTH, KJIHHMYECKOro NonuMop-—
on3Ma MyKoBMCUMgO3a, A TakKe OTKPHNO WHPOKNE nNepcnekTuBbH gls AKTUB-
HOTrO Noncka NyTen n MeTOogOB TeHOTEepannun y 4enosexa,

Ognaxo gna 3TOro noTpeboBanocCb HE TONMbKO NPOBECTH HCCnegoBalne
CaMOro reHa, HO W BCECTOPOHHE W3YYNUTb NPOgYKT €roc geaTenbHOCTH -
Tpancmembpannan perynatopunn 6enox mykosucungosa (CFTR). To ceoen
CcTpykType n ocobennocTtam perynaunn ren CFTR oTtHocTnTCc® k¥ Tak Ha3lw-
BaeMuM "reHam gomawHero xozsncTteBa" (house-keeping Benes) #n BecbMa
6nn30K Xk CEeMencTBY reHOB, KOHTPOARPYNWNX CHHTE3 MeMOPaAHCBR3IBBAWWNX
6enxos (Riordan et al., 1989). CFTR umeeT cnoxHyw CTPYKTypy, Mmone-
Kynapuyw Maccy okxono 170000 n coctont #n3 14830 ammnorucnoT. ABa nap-
HxX TpancMmemE&panunx gomena CFTR oGpaaywr xanan nepegaun uonos Cl
Hepe3 annkanbHylw Membpary. HeHTpanbHbBR HenapHbBW R-pgoMeH BmnonHfaeT
ponb nopuusn, Nlocne npncoeguHenuna ATO x napHom ATO-cBA3ILBAWWMUM gO-—
MenaM n Bo3gencTtenna uAl®D-axTuBUpPOBaHHOW NpoTenHknuHalw R-gomenH nnbo
IaxpbbBaeT kaHan, nn6o HaobopoT, cMewmascb OTKkpwBaeT kKanan, obecneun-
Bag aXTMBHoé nepemewenne nonoB Cl 4epe3 anukanbHyw Mmembpany. Kax Bug-
HO 3 pucyHka 1,1. geneunsn FH508 pacnonaraetcs B AT@-cBAaswBawwem
aomMere,

YcTtanosneno, uTo pacnpegenenne CFTR B kxneTxax oprannama nepas-
HOMEpPHO W OH NpPejgCcTaBNEH B OCHOBHOM B 3K30KPUMHBX TkaraxXx (Bremer
et al., 1992). AoxazaTtenbctsa Hannuna noxannszaunn CFTR-npoTenna
nonyueHn nNocpegcCTBOM Onpejgenennn anTnten ni{nan) MPHK (Puc.1.2).

B nacTonmee BpeMa noka3zano, HTO NPH MYKOBHCLULO3E B BK3OKPUH-—
HbHX KkneTkax mmeeTca J Tuna HapyweHun: ob6Mmena SHeprun, SysvepHux

cnoco6Hocten w TpaHcnopTta snektponntoB (Kollberg et al., 1986).
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Punc.1.1. Mopgeno CFTR
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—p | GasonaTepansman mexbpana

IAAOTENAANBR KL KNOTER

MBIDIQb), MOST

MOJIOUBAS JKENe3d, MATKA (MBOMeTpE{), AAYAHKRE

&abpobinacTal

9ETEPORAT (mjeTouBaa Ka¥uta)

HATRA (SEROMETPEE)

—
el I pazanzpant snBTennl, CAKHBERIE XREJICTh]

[osranzmas swesopans

SIETEUBANBELE RIETKE

TOJNOTAA, TOEKAA, ABREGBAANATEICLOTEAA KEMLIKE

DOKENYIOUBAA K6N6e22 (QOETPOANEEIDEEE B
BETPaNoOyAAPE bIE JRENEIBCTLIE KIETKE)

SAHYKE, DOYRE '

OOTOBERIE SKENEeIEI

—P» oToyTOTEYET m—memefls  LIpAEBS 2BAYNTEALEO
——==—§r 0N260 BLIDASKEHA s BLIPAKEEA OUPHD IHATIETENLHO

Puc. 1.2. Jloxamizaimua CFTR-npoTerHa B oprasax
U TKaHdaXx

HorasaTennorsa manpuars noxannzanes CFTR-npoTerma monyueBsr noopencTeox

onpegenennn anTeTen B (Bnn) MPIIR {Cymmapare nassre nxezno npemocTanne-
oxx Dr. Coldomith, ¥onaocpenrer r.Bonnd



17

MeTogoM NpAMOTO U3IMEPEeHMA TPAHCMEeMEPAHHON NPOHWMUAEMOCTH XAOpa 4He-—
pe3 3annTtenun peabcopbHupywilero xaHanblua NOTOBOMN Xene3n NOKA3aHO ee
pe3xoe cHuxenne y H0AbHHX MYKOBUCUMZO3OM NO CPABHEHUW C HOPMOR
(Quinton, 1986). NMagenne gneeyann xnopa (Cl‘) yepe3s MmembpaHy peab-
copbnpywmero xaHanbuya B NOTOBONM Menese NPUBOAIWT K HAPYWEHWW NPORM—

+
uaemMocT HaTpua (Na ), 4TO o6bAcHAeT BuCOKYWw kKonueHTpaunw NaCl B
nore‘6onbnux M cornacyercs C gaHHHMM TUTepaTypPh O Nogo6HOM >0eek -
T€ B 3NUTENNN gLXATENbHBR NYTen, B NOFXEAYROYRON M CANHHEX Rene3ax
(Cuthberg et al., 1990). Kpome Toro, nogobnbe HapywenHna (cCHunxe-
HME KOHCTAHTH 6HCTPON CKOPOCTHM NO BHXOgY Cl— Ha 25% n napywenne
saBucumocTr Na-K-nacoca ot K) Gunn obunapyxenn B onbpodnacrtax KOXM
6ONbHEHX W TeTepO3UTOTHHBX HOCHUTEnen, HTO CBUgEeTEeNnbCcTBYET O CBRA3n
LZRHHBX OTKNOHEHNWN C TeHeTnxveckum geoextom (Reznik et al., 1986;
Rugolo et al., 1986; Squassoni et al., 1990)1 flpn MyroBucumngose
OTMEeYEH MeMEpaHHBN JeeeKT H gNA BOgH B CTOPOHY NOHWKEHNA NPOHMUA-—
emoctn (Galey et al., 1980). TNogaenenne TpaHcnopTta Cl_ BARAET Ha
GyoepHbe CNOCOGHOCTH KNETKMW, NPUBOZR K AUNZO3Yy M K HAPyWeHHw YTu-
An3aunn 3HEepPrun; C gPyron CTOPOHH, HApPYWEeHHHN OOMEH >HEeprun nime-
HAET XaKk o¢yHKUWI 3NEeKTPONUTHOTO TpaHwcnopTa, Tak u HyoepHoe cnocob-
HOCTH KNeTKW M, HAKOHEeUu, BHYTPHKNETOHHBN aungo3l HECOMHEHHO Hapywa-
eT 3HepreTuKky n cuncTtemy TpaHcnopTta Cl—_

Hannune mMeMOEpanHOM JHCOYHKUNN NPM MYKOBCUWLO3E fOKa3wBawT M3-—
MEHEHUR yNbTPACTPYKTYPb PPUTPOUNTOB U YBENNUEHUE HX SNEKTPO®OPETU-—
YeCcKON NOgZBUNHOCTHW NOgJ BO3IgENCTBHEM CTpoo®aHTHHa Ha 5-10% no cpas-
HEHNW CO 3J0POBHMN gE€TbMU, Y KOTOPHX HAENWZANOCb yMEeHbUWEHMWEe nog-
BuiHocTn (H. P Bagpuawsnan ¢ coast., 1987; Hein et al., 1985). Uay-
HYeHne xapakTEepncTnk MemMbpal 3PUTPOUNTOB BLABMIAO JOCTOBEPHOE H3IMe-—
Henne B cucteme ATO-ATQO-a3w, He 3aBUCRAllEE OT GOPMb MyKOBMCUMZO3A
(H.P . Bagpnawusnnn ¢ coast,., 1987). B 3puTpountax H0AbHBX OGuan yBe-

Tnienn OTTOK M cogepXanne Na n 06 3ToMm CBUHgeTenbCcTBOBANO HapacTa-
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Hne membpannon Na -K -AT®-a3w (M M Panonopt ¢ coaBT., 1985).
Y GONbHBX MYKOBUCLWJIO30M OBHAPYXEHO CTATUCTHMHECKM 3HAaUUMOE NoO

cpaBhrenrn cCco BJOPOBHMH‘

JETbMKU nOoBRWEHNEe B nnasme xpody uAld »
ul'M® npn CHuMXEHUMU UX B NTENXOUNTAX, A& TAKKE TEHFEHUNA K CHUNEHUK
AKX TUBHOCTH o¢epMeHTOB cnHTe3a uAlMd - agenwnnatuncnasw (Alj) n ero
pacnaga - ooceogudcTepa3n (PAD) (E . B Cepega ¢ coaeT., 1984).

XoTA gO HACTORAWEro BpPEeMeHW ewe HeT NONHOro nNpegcTaBAEHNA O ny-—
TRX TPAHCNOPTA W BUBEgEeHWA cCexpeTa U3 KNEeToKk W Chneuumanulaun| 3K-—
3O0KPMHHBX KAETOK pPa3nuvHa, TeM He MeHee YyCTRHOBNEHH HekxOoTOopbe 06—
wue MexaHuiamMb 3k3ocexpeuun, Kak N3BEeCTHO, CEXpPeTOpHbBN OTBET BO3-
HUKaeT Ha BHEWHNN CTHUMYNn "NEepBNUYHBX MecCCeHgwepoB' (nocpegHuxos) —
HENPOTPAHCMUTTEPOB, TOPMOHOB, MeTabOoANTOB AN NOZABARNWLEE gEencT-—
Bre xakux-nn6o gaxtTopoB, CerxpeTorenxHbe BemecTBa, B3IaNMOLENCTBYR
C peuentopamMn MemMbpaH auNMHAPHBX KNETOK WHAYUNPYKRT gBa @YHKUWO-
HanNbHO PA3NNNHBX NYTH CTUMYNRURK - “epe3 HepBHbEe W roOpMOHaNbHbeE
ﬁexanuamu, OgnH nM3 Hnx BknwwaeT akTnBauunw All, koTopas BBNOAHWRAET
ponb BTOPMYHOT O MECCEHXREepP’, PAacCNONOKEHHOTO HAa BHYTPEHHEeRn CTOopo-
He membpahn, nosbwerune ypoBHRa UAMOD B kneTkax n 3aTem akTuBaunw
3aBucumMon ot uAlld npoTemHxnHasIm - ¢epMeNTa, COCTORWEro M3 fBYX
PErynsaTOpPREX B gBYyX kaTanuTnueckux cybvegunnu, Ocpoboxgennan ra-
TanNnTNHEecCkan cybvegnunua eocoopunnpyeTt 6enxkosbn cybCcTpaT # BbH3bwBa-
eT ycunenne cexpeunn (E A llybuunxosa c coasT., 1986).

Apyroi MexanM3m gencTByeT 4Hepe3 MOBMAN3auUN NYyna BHYTPUHKNETOHY-
HOro kanbunn, Becbma 3HaunTenbHyw, €CNU He rnaBeHCTBYWWYW, POAb B
3TomM urpaeT Genok kxanbMogynanr (KM), umewunn uetnpe CBA3U C Kanbun-
eM, N 3a CHeT 3TUX CBR3IEN, NepexogfAllmn B aKTNBHOE cocToaHue, Npo-
HUKHOBEHME XANBbUKA B KNETKY MOXET WgTn vepes ATO-3aBrRCuMbE Xanbun-—
eBne Hacocb, lipn NOBHWEHMM KOHUEHTPAUNW KANBUKA OH CBRA3ILBALTCR C

2+
K, » »370T xoMnnexc Bo3genctesyeT Ha Ca —TpanHcnopTupyownn 6Genox

(HocnTenb), Buxogamum M3 KNeTKW HATPHN MOKET OBMEHNBATLCH Ha KaNlb-
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UMK, KOTOPHM BXOgUT B Hee,
YCTAaHOBNEHO, 4TO y OONbHHBXN MYXKOBMCUWJO30M 3HAYUTENAbHO NOBRWEHD
cogepmanne BHYyTpnknetodsoro xanvumna (Shapiro et al., 1987). AaHnas

runoTesa CBA3nBaeT NATOreHe3 MYKOBHCUMZO3a C NOABNEHHEM ®akToOpa,
ZENCTBYNWEro B 3K30KPUHRBX Mene3ax Kak MeMEpaHHbN WMOHO®BOP KalnbuMUA.
NTokxa3zaHoO, HTO CHHTETHNECKHN HOHO®OP aHTHEnoTnk AZ23137 Bo3wBaeT B
Kenelax Takne WEe HapyweHMs B TPaAHCNOPTE BOgH M HOHOB, KOTOPbEe Xa-
pPakTepHb gnfA MYKOBHCUMZO3a., AUH2BAEHNE faHHOTO WMOHO®OPA CHUMANO
Hapywenne uAlM@-3aBncumMon axTuBauuu nHpyunpyemon beta-ajgpeHeprnyec-—
kumu npenapatamn (Frizzel et al., 1986; Pedersen, 1987). Trann
TOHKOW W TONCTON KNWOK OT BONbLHEX MYKOBUCUMZO3OM HE pearmnpopansu

Ha goGaBnenHne wnonowopa A23187, Teoonnanna, PgEZ2, uto pgeMonHcTPUpPY-
€T HeHOpManbHbBM XJAOPUZHBM TPAHCNOPT B 3NnTennn xnwedunka (Barsch-
neider et al., 1988). Robaenenue PgEl noBuwano BHYTpUKIETOYHOE CO-
xrepxanne LAY, HO He ynyywano napamMeTpoOB NPOHWUAEMOCTH MeMEpaHb
onbpobnactoB (Squassoni et al.,1990).

I'nmnotesza o cTuMmMynaunn MeMEPAHHOrO NOTOKa Kanbung no3ponsetr 06b-
ACHUTbL axTUBAaUKNK KNETOMHOW W nNnaiMaTn4ecxon gocewonumnasuw A2, obHa-
PyMeHHYK y H0nbHHX, W noBulleHne cnutesa PgF2 ¢ nx Ba3o- n bponxo-
KOHCTPHKTOPHBM W NPOBOCNANMKTENbHHM I00EKTOM NPH ROPMANTbLHOW NpPOogYK-—
unn PgEl »n E2 (0. E. BensTtnmer ¢ coaBT., 1982).NankxpeaTtniecrne aun-
HyCh HMENT chneunenveckne PEUENTOPH K Pg ¥ MONEXYNAPHHE MEXaHN3Mb
Pg-onocpejgoBalHOro nogabBReHna CeKPEUUN NAHKPEATHUHECKNX ¢EePMEHTOB
HEe aHanoOrMYHp MexaHn3IMaM, HabnwgaeMbM NpPpH MX B3aWMOZENCTBMUM C na-
pnetansHoMn knetkamun (Mossner et al., 1989).

No-BnguMomMy , NepBUYHDN fEOEKT NPH MYKOBHCUMO3E peann3dyeTcsa Ha
NOCTTPAHCARUNOHHOM YPOBHE, XOrja NOCne B3aUMOZEWCTBHA FAWKOKOPTH—
KongHox peuentopoB ¢ AHK napywaeTcs nn6o CHHTE3 MHIrHEMTOPA ®OC®O-
nannase AZ2-n1UNnOMOgYynANnHa, MAN HENOCPEepCTBEHHO NOfaBNRETCH AKTHUBHOCTH

voceonnnasw A2 (Carlstedt-Duke et al., 1986). B pesynntaTte 3Toro
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BHCBOBONgAETCA APAXNJOHOBAR KHCAOTA, NPOLYKTH KUTOPOWM MUTP&OT BaX—
HYKX PONb B TPARCNOPTE MOHOB XNOPa, MOHHOM HanaHcCe KanbuMA n cexpe-
UMK CAN3NK,

Kpome Toro, 6wna npoBEepeHa M rMNOTE3a, COrNACHO KOTOPOM MYTa-—
uns B rene Kl AaBnREeTCH nepBHYHBM geeexTOM MyKxoBUcuungola. MHiayvenue
CTPYKTypd rena KM, a Takme CTPpYKTYPb BHIENEHHOTO M3 NOgHENOCTHONM
xene3an KM, HUKAXKUX RHOMANMN B JRHHOM GENKe W €ro resHe He BLABUIO
(Scambler et al., 1987). B MHTECTHHaNLHHX KNETKaX HOBOPOXLEHHHX C
MYKOBHCUMJO30M HW NOKann3aunmsa, HU KonuenTpauns KM nHe buna namene-
Ha, TONMHO Takme He OTAM4ANOCb OT HOPMB cogepmanne KM-cerzwBawmero
Genxa B metoqnon ranme (Rochette-Egly et al. ,1988).

CekpeToreHHomMn BeWECTBAMH, 3anNyCKawmUHMU MEXaAHU3IM NOBLWEHNSR
uAMO sBnAawTCA CexpeTHuH N Ba30aKTHBHHN UHTECTHHaNbHbW nenTug(BUR)
a BL3HBANWMUMKM MOONAN3IAUNIK KNETOMHOTO KaNbUMA — TACTPUH M Xoneumnc-—
TokmHun (A TtanTnuen, 1988). W X0TH HavanbHbe 3TanNb AHRUNAUUN CEK-—
peunn pas3nnyHB, B nocregywmnx @®a3ax OHW B3aUMOZENCTBYRT M OKOHHM2-
TENbHLN 3QPEKT MOKET HbTb HGOALWMM, HEeM NPOCTAf| CYMMa gBYX B3anMo-
penctenn, CexpeTOpPHaAA AKTHBHOCTbL NOTOBHX, CIHNWHHBA, CNE3HBX, SPOH-
XHANbHEX W JPYTHNX SKKPHHOBHX NENE3 HaXOgUTCHR NOg BAMAKHEM HEe TOonb-
KO agpeHeprmuuecxon # XONMHIPIrUHHECKON CUCTEeM, HO M NHHEepBAauMn nen-—
THaHuMK BONoOkHamn, O6HApPYHEeRO 3HAYNTENDHOE CHUNEHNE HEeNponenTugHON
MHHEPBAaUNN NOTOBBWX Nene3 HONbHBX MYKOBUCUMZO3OM NO CPABHEHUW C
xoutponem (Heinz-Erian et al., 198%), UNaydenne Gazanbhux ypoBHE#N
TACTPONHTECTHNHANBHEX TOPMOHOB NOKAa3ano HepoCTOBEepHOe noBhuwenne BUIM
N CexpeTnHa, HOPMANbHOE COZEepPXAHME TacTPHMHA M NOHNKEHHOEe naHkpea-
Tuqec;oro nonunentuga (Bw. Monax ¢ coasT., 1989). No gaunwm N, Teu-
fel et al. (1986) cexpeumnn racrtpuHa, cekpeTnHa »n BUN 6wna noBnume-—
Ha, llonekynapHo-reHeTniecroe MCCNegOBaAHNE NO3BONNMNO YCTAHOBATbL NO-—

kann3launw rena BWUN B xpomocome 6, H4TO uckawwaeT ponb geosexTa BUI

B natoreHese mykxosucumgosa (Gozes et al., 1987).
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O6HapyHEeHHAR XKOPPEeNnfUNa MeXgy HNCNOM KNeTOK, COREepHaWNX MMMyH—
peakxTuBHpit BUIl n cTenenbw Haxonnenuns cau3n y 60nbHBEX MyKOBHCLMO-
30M 3aHNMaeT 0c0Hoe MecTo M NO3BONAET NPegnonOXNTb CYymeCcTBOBAaHHE
QYHKUMOHANbHON CEXPEeTOPHON EgMHHLL: NEeNTHgHAR KNeTka-60KanoBUgHAR
xnetka (Aw, ltonax ¢ coasT., 1989). NpuBegeHnnn npumep unnwcrTpupyer
BKNag fAHHBX MO MIYHEHHH MYKOBUCUMgO3a B ODBWYW KONWAKY 3HAHMM no
@W3NONOrMNn N NAaTONOrnNM OPraHN3IMa 4HenoBexa,

5.Galant et al.(1981) oGbpaTnaun BHMUMaHHE Ha HELOCTATOHHOCTH
6eTa—agpeHeprniecrnx peuentTopor B HewTposonnax Gonbuwx, A.Schuster
et al.(1989) pa3nuunn B xonnyecTBe M adeMHNTETE HeTa-agpeneprunyec-—
KHX peuenTopoB /MMOOUNTOB y HONbHEX M 3J0POBHX geTen He Oo6Hapyxu-—
nn, B ganbHenwem ITa IrMnNOTEe3a Pa3BMBaNacb B NNaHe HapyWeHWR gen-
TennHocTn xnopngubx kawanoB (McPherson et al., 1985; 1987). EBEuwno
NOKAa33HO BOCCTARHOBAEHME CHHUXEHHON CEKpPeunMn amMuia3b W MyunHa B Npu-
cyTcTenn nHruébntopa QRS usonpotenepona, R.Fritzzel et al. (1986)
NPegnoOnOXNAN, NTO AKTHBAUNRA XNTOPHIHOTO KaHana B annkalbHbX MembEpa-
HaX 3NUTENNA guXaTEeNbHHERX NyTEen NPH MYKOBHCLUHO3€& CBR3aHa C Hapyuwe-—
HHEeM QOoCOOPUNINPOBAHNGA perynatoproro benkxa uAll®-azasuncnmon npoTenn-
KMHA30N, HTO NOJZTBEPAHNOCb HONEee NOo3gHWMN NCCNEegOBaHHAMH CTPYKTY-—
pa n eynxunn CFTR.

+ o+

Buoxumnuecxkxne nogxogu x BuapneHnw Na -K —-sasucumon ATQP-a3w u
benxa MyxoBucungosa k ycnexy He npusenn (Setoyama, 1988). Wccnego-
BaHWe BONPOCa O NPHHACTHOCTH rena, rogunpywwero uAMP-zaeucumywn npo-
TENHKUHA3Y X MyTauun, Bu3pBawWler MYKOBHCUMZO3, NOIBOAUN HCKNKWMUTH

ARHHHBA TEeH W3 XKaHgNgaTOB HA NPHYMUHHOCTbL MykoBucumgosa (Scambler et

al., 1987). OgHaxo YyCTaHOBAEHO, HMTO OTKPHTHE XAOPHUIHOTO XKaHana RAB-—
naetca uAl@-3aencumam npoueccom (Hagiwara et al., 1989; Schulman,
1989).

Taxnm oﬁpasom, CyMMapHOEe HapyuweHune JefTeNnbHOCTH HOHHHX KaHanop
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MeMEpPaH KNEeTOK 3K30KPUHHHX OPraHOB NPUBOIHT X u3MEeHeHuw peabcopb-

UMM HATPMA M XAOpPa, 4TO B CBOW O4Yepegh CNOCO6ECTBYET CHHUXMEHHK O6b-
&Ma BOgHOrO KOMNOHEHTA cexpeTa wene3., B nNpunomeHmn X [EeRATEenbHOCTH
CNIM3INCTON gHXATENbHHX NYTER 3TO NPUBOLUT K CHHXEHUW oBbema nepuuun-—
nMApPHON KN KOCTH, gerngﬁaTauuu CAN3N B OCHOBHOM 3a CHeT Hegeecno-
COBHOCTH XNOPUIHOTO Kanana, Hapywenune rugpaTaunn NEepHUNRIURPHON
MHLKOCTH NPUBOANT K 3HAWNTENbLHOMY HaAPYWEHHNW NOBEPXHOCTHON Agre3nun
cnn3n (Rubin et al., 1892).

dxcnepuMeHTH NO M3YHEHNW BANAHHRA HIMESHEHNUN CKOPOCTH NOTOK2R CE&K-—
peTa M3 3X30KPHHHBX Xene3 noka3lalu, H4TO NOBbWEHWE gaBNEHHR B Npo-
TOKAaxX NPHBOZHT K NPONOPUMOHANLHOMY YMEHLUEHUW CeKpeuunun n gaHHbRn
NPMHUNN NPH3HAH YHUBEPCANbHBM gNA JERATENBHOCTU NUWEBAPHTENbHEX Xe—
ne3 (E.A WUlySnnxosa ¢ coasT., 1986). RaHrbn BONPOC NPUMEHNTENbHO K
MYKOBMCUM O3y HE M3YyHeH, XO0TA a priori 3a c4eT NOBLHWEHHOW BRA3KOC-—
TH CEeXpeToB M gHCNOPHH B BHBOgHHX NPOTOKAX Xenes, YKa3aHHYWw 3ako-
HOMEPHOCTb MOXHO CHUTATb OfHMM W3 NATOTEHETUNECKRX MEeXaHM3IMOB, no
MeHbllen Mepe gnis NNUEeBapHMTEeNnbHOro TpakTa,.

Hapywenne nepeBapuBanilen ®yHKUWN XKENypOYHO-KRWEYHOTO TPakTa
NPH MYXOBHUCLMUZO3E& ONPEegenaAnT UeNbl KOMNNeKC OTK/NOHEHHN pRga CHC-—
TeM M ®YHKUHN: BHTAMHHHYW HEJOCTATOYHOCTb, NOBPEXgEHHE CHCTEM ro-
MeocTa3a, XpoBEeTBOPHOW M gap. BmecTe ¢ napyuwennem pacuennenus u
BCacbBaHNAa XUPOB YMEHbWIAETCH YCBOEHME XNPOPACTBOPMMHX BHTAMHUHOB,
Wayuvenne metabonuta Butamuua D - 25-0H-D noxazano, uto cywectBen-—
HOTO BNMMAHNR NOPAKREHNA NEHEHN UIM M3IMEHEHMN BCACHBAHHR HHAPa Ha ero
O6MEH BLHABNEHO He 6HN0; OgHOM M3 NPHMYMN HEJOCTATOMHOCTH BHUTAMUHA
D npn myxopuncumgose MoxeT ObTb yMeHblEeHne noTpebanennns BHTaMMHa U
HapyweHnne ero BHyTpunedenodnon uupkynaunn (Thompson, 1987).

BuTamunry E npunucuBawT BaxXHHE OH3IMONOrH4EecCKkHe CBOMCTBA, W NOTO-
My ero geenunT MONeT O06ycnoBuTb pa3nnyHbe Hapymwenus, [lpu mykosBuc-

UM go03e HegoCTAaTOYHOCTbL BHTamMnua E pasenBaercs H42CTO, HEeXxoTOpbhe aB-
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TOPB CHYMUTAKRT, H4TO 3ITOT @®AKT MONET HHTb OTBETCTBEHHHM 33 MaHU@EeCTa—
unw 3ab60neBaHnM”A HIWM 3a NORBNEHUEe Hepponoruveckux nwapywennn (Munoz
et al., 1987; Santini et al., 1988; Cynamon et al.,1989). Ognon us
LEONONHMTENDBHBX NPUYKRH geonunTa BuTamuna E, xax u gpyrux mupopacT-
BOPUMHX BMTAMWHOB, MOXHO CH4UTATb XRONECTa3l, gOCTATOMHO 4acTO OTMe-
HaeMp#t Yy GonbHboX MmykoBucumgosom (Amedee-Manesnme, 1985). Y GonbHubx
MYKOBHCUWJO30M OOHAPYWEHO NOHWKEHHOE& cCOogepxanne BHTaAMnHa A n peTn-—
HON cBR3uBawwero 6enxa, HTO NPUBOANMAO X NNOXOM aganTauuWw K TEeMHO-
TE€ W KOHBLWHKTHBanbHomy kcepo3y (Rayner et al., 1989). A geonuunt
BHTaMnHa K B cBON Ovepegb MOXET ObHTb OgHUM M3 MEXAHM3IMOB HRPYWEHMURA
koarynauun kpoen y 3Tux bonbHuwx (Hein et al., 1984). Xpouunueckas
vopma ABC-curgpoma BuaBnena y 50% 6onabHbBX, B OTAMHYNE OT NEpPBUHHON
XPOHMHECKON nHeBMOHNNH - Yy 18% Gonbuwmx (M.X Humsosa, 1987). Napan-
NenbHO CHNUXEHWN TOKO®Eepona, a TaKXe YPOBHR@ CeneHa NPOoUCXOognNT ycn-
nenne NON (W N DBabun, 1989; Ward et al.,1984; Foucaud et al.,1988).

Wanaras Bonpocw natorewesa MykOBHUCUMO3a, Henb3A 0BONTM BHAMaHU-
€M nopaXeHne COEgNHNTEeNnbHON TXkann, [lpoBegeHHbBEe HCCNegOoBaHMA NOKa-—
3an®, HMTO NOMUMO MIMEHEHNR KNETOK XEeNe3ncTonm TKaHW NopaxkawTca M
onbpobnacTu, ABNANWNECHA AKTHBHBM 3INTEMEHTOM COEIMHRUTENbLHON TKaHW n
Mrpawumine BaXHY®W PONb B CHHTE3E MYKONONUCAXapugob, B pPocTe n gno-
®epeHUNpPOBKE KONNATEHOBHX BOJIOKOH, OPraHM3aLWK BONOKKRUCTHX CTPYyK-—
TYyp (B.A Ta6onun ¢ coast., 1986). Hakxonnenune MeTaxpoMaTUNECKUX
cybctanunn B enbpobnactax HONbHBX MYKOBUCUMZO3OM CONPOBOXgaeTCs
N30nAUNEN KaNnbuna B MUTOXOHZPUSAX, NOTEepPen CNnOCOBHOCTM HOPMANbHO
NpogyunpoBaTb TNLIPONUTHHECKHNE GEPMEHTH,

In3ocoMu M UX KHUCNBE TUAPONA3D 3aHMMAKWT BAXHOE MECTO B naTore-
He3e EPOHXONErOYHHX NPOUECCOB B TOM NUCAE W Npu MYKOoBuUCUUgO3e,
Tpn 3TomM HapymaeTcs CTabUAbHOCTb AR3IOCOMANbHON MeMbpaRw, a BHXO-
AAWME B UNTONNA3IMY CGEPMEHTH BO3gencTBywT Ha AHK, PHK, cTpyxTypy

Konnarena, NPOTENHOTrNTUKAHOBLE ArperatTh N TNINKO3IAMUHOTANKAHD pas-
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nnykox Trkanen (N U Baxanoe ¢ coasT., 1990). Y GonbHwX MyxoBuCuUN-—

ZO30M OBHAPYKEHO NOBLWEHNE COgEPXaHMA TNUKO3AMUHOTJIMKAHOB M CBO-
6ogHOT O OKCHMNPONKHA B 6pon§oanbseonﬁpnux CMBBAN, YTO CBUZETEABLCT-—
ByeT 06 akxTnBauun onbponnactnveckux npoueccos (K.B Jlannon ¢ co-
aBsT., 1991). NoBuwmennan 3kckpeuns mMeTabonAnTOB KOANATE€HA C MOHYOM
CBHpEeTenbCTBYEeT O pacnajge COegMRNTENbHOM TKARW W CAYKRNT HHENKATO-
pom cTenenn nopamenns nervux (Ammitzboll et al., 1988). B.A . Ta6o-
nnn ¢ coaBT. (1986) npunwan x BmBOgY, H4TO OPraHnbl cknepol y 6onb-—
HBX MYKOBACLMZO3OM ABNAAETCSH CNepCTBUEM TEHETUHECKH O0BYCNOBAEHHON
HENONHOUEBHHOCTHN @YHKuun onbpobnacTtoB M coegnuntTenbHon Tkann, Ognra-

X0, 4TO6H Pa306PATLCA B gaRHOM BONPOCE HEOEXO MMO OGPATUTBLCH K M3I—

MEHEHNAM 3QAUNTHHX MEXAHH3IMOB Yy 6OoNMbHBX MYKOBHCUUNJO30OM,
1.2. HapymeHMe SAWNTHBX MEXanniMoBs nNpu MYyYXxoBHCcumpgose

MapecThHo, H4TO nerxmne nMeNT gBE 3aWNTHHE CUCTEeMHB OT BO3geNCTBUMN
®aKTOPOB BHEWHEeN cpegb: NabUMPHHTONOLO0OHOE pa3BeTBAEHWEe GPOHNXHaNb-—
HOro pgepeeBa ® MYKOUUNMAPHHN KNUPEHC,

B 3amnTHBX MexanniMax OPOHXOB BAXHaAR® PONb NPHRAZNERUT MyUHHaM,
coctaBnawunm 60-T0% cyxoro BewmectbBa CAn3n, 6n1arogaps MX OHW3INKO-
XUMHYECKHM CBONCTBAM, HEOBEXOANMBM INR IOPEXTNBROTO NPOZBHNEHNS
6pouxXnanbHoro cexperta no Myxouunnépnomy zCckanatopy. BuwckaswBaercs
MHEHHEe OTHOCHTENnLHO NPOTHMBOBOCNANNTENLROTO BANAHNNA MYUMHOB BCIeg-—
cTBHE agCOPEUNM MMM HEKOTOPHX KHHMHOB (H.B, ChpoMaThHukoBa coasT, ,
1987).

Kax 6bno nokxasano, Yy SONbHLBX MYKOBUCUWJO3OM CAM3b, B TOM Hucrne
M CNNU3b pPEecnupaToOpHOrO TpPpakTa, CYMECTBEHHO MEeHAEeT CBOW ou3nNecKue
N XUMHHecKkne XapakTepucTnin, Henesn pecnupaToOpHOTrO 3NNTENNR N 60—
KanoBugHbe KNEeTKW CAN3NCTON BbgeNanT 0cobO BA3KUN CEKPeT C NOBb-

wenHoM cogepxannem AHK u 6enxa (Smith et al., 1988), uTo Bw3wBaeT

pacnpocTpaleHHyw 3aKkynopky GpoHXOB M HapywaeT npouecc camMoovMmexnus
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nerxnx (Prignot, 1978; Hedge et

@

1., 1992). Upnr >ToMm roppensunu
sxcnpeccnn CFTR n cnunTesa rnaBhOro nankpeatuweckoro myunna MUC]L
obnapyxeno nHe 6mno (Chamberg et al., 1992). WccnegoBanune cusopoT-
KM KpoBu GONbHHX NOKA3aNO, H4TO AKTHBHOCTb €€ CAUIBCTUMYNUPYWUMX
Ccy6CTaHUNN | BNNARIUKUX HAE KNETOYHBA KOMNAEXC MepuaTenbHOro 3NnTenuns
6ecnOo3BOHOYHBX MOPCKNX XuBOTHBX B 2,8-5H 5 pa3sa npeBnwmana cooTbBeT-
cTByYwmui noxasatenb konTponbuon rpynne (Kurlandsky et al., 1980).
W3 MOXPOTW GOALHHX MYKOBMCUMZO3OM EnAn BLgeNeHn RaTHUBHbE Myﬁunu‘
XOTOpPHE KAaveCTBEHHO HE& OTNMHANNCb B YrneBOgHOM W AMHROKMCAOTHOM
coCTaBe OT MYUWHOB MOKPOTh GONbHBX C HPOHXMANbLHOW ACTMON, HO npH
3TOM ob6bnagann Honbwenr arpernpyvwen cnOCOBHOCTBI (Chace et al.,
1985). ABTOpn npegnonarawT HANIKWYUE CBRA3IN CamMoarperaunn U BUCKOINAC-
THNHECKHRX CBOWCTB MYLWHOB y GONbHHX MYKOBMCUWJO3OM,

B HacTofwee BpeMn GONBWHUHCTBO RBTOPOB CHUTAET, HTO NPKU MYKOBMC-—
U® g03& NPOUCROgNT NNlb KONNYECTBEHHOE HAapyweHune b cexpeunﬁ oTgenb-—-
HBX ¢paxuuﬂ MYUMH2 W TANKONPOTENHOB, @ M3IMEHERMA BRA3KOCTM MHI-3a
NPHCYTCTEBHA BHCOKONOANMEPHBX MYKONONNCAXAPUNAHO-MYKONPOTEHHOBBX
KOMNNEKCOB CBR3AHO C H3IMEHEHHWEeM MOHHOro cocTaBa CHAN3N,

bpouxnanvnpn cexpetr o6nagaeT CNOXHDMWU pPEeONOTrnvYecKkuMn CBOMCTBA-—
MH, CXOQHHMW C XAPakTepoM BRA3KOINACTUHMECKUR HEHBNTOHOBHLX MAK MAKC-—
Bennosoro Tuna wugkocten (A I Uywanun, 1992). TNoxg peonoruen nogpa-—
3yMEeBaeTCR CNOCOOGHOCTbL YNPYrOBR3KOM HULKOCTH K TEeKyqHecTn, 3aBUCR-—
wen OT gBYX XAPAKTEPHCTHK: BRA3IKOCTH M 3nacTnyinocTn, CexpeT GponHxoB
cCnocob6en Teub, KAk BR3IXAN MULKOCTb, W [EOOPMHPOBATLCH, Kar 3nacTu-—
yeckne TBEepgne Tena,

WaMmenenne onTtuMyMa BR3IKOCTHM M 3INACTUHHOCTH 3HAMMTENbBHO CHHUXAET
300K THBHOCThE MYKOUUNHAPHOT O TPAHCNOPTA 3a& CHeT NPEenaATCTBHUN ges-
TENbHOCTH MUKPOBOPCHHOK PECHMTHATOrO 3nutennn, YpoBeHb MyXouwnn-
ApPHOTO XNUpehnca NPRAMO KOoppenupyeT ¢ cogepiwanuem B xposBun AKTI »u

KOpTH3ona u Oo6pPaATHO ¢ TPUMORTHPOHMNOM M Tupeornobynmnom (N.6 TNocT-
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HHroBa ¢ coaBT,, 1992). 370 cTaBUT BONPOC 06 H3YHYEHWH COCTORAHMNA
GYHKUMH FHROKPHHHON CHCTEMb y GONbHEX MYKOBUCUNZO3OM,

Hapywenna npoXogMmMOCTH NPH MYKOBHCUMgO3e B Hanbonbmen CTeneHu
Pa3BUBAKNTCH B MENKUX BPoHXAxX M OPOHXNONAX M OBYCNOBNINBAKWT BEHTHIbL-
HBM MEeXaHH3M ¢ OBCTPYKTHBHOM >MONIEMON, a Takme artenextasw (C.B Pa-
YMHCKkMH C coaBT,, 1974). MNyrxongHoe cpaBnenne EPOHXOB B Tevyenue ga-—
e Mecaua MOMEeT NPHBOLWTb K BO3HUKHOBEHWKW GPOHXO3IKTA30B COOTBETCBY-
omero cermenTa, KoTopwe nabawganncs y T0% Gonbnéx IO 2-X neTHero
Bo3pacta (Gotz, 198%5). Huwe mecTa 3axynopxwn pa3BuBaeTCq BOCNaAAM-
TEenbHuM Npouecc, uMewwnn TeHgerunw k abcuegnpoBanniw, CTEHKXN GPOH-
X03KTA30B MCTOHYEHH W NO3TOMYy NOJATAWBH; R& BROXE OHW PACTATUBART-—
CR, & HAa BHIORE CNagaNTCR! M YBENWNYNBANT 6ponxuangnyw obcTpyrunw,
flpn >TomM BTOPHUHBM HPOHXOCNA3M HaYMHaET NOBHWATL YCTOMMMBOCTL,
CTAbWnNbHOCTb CcTeHOk HpoHxo3kTa3ob (C.B. Pauwunckunn ¢ coast., 1989).

B EpoHxManbHuBX cMbBax HO0NbHEX OOHAPYXEHO HW3IMEHEeHHe JANUNUHOT O
cCnexTpa NapannenbHO CgBATraM B COREPMAHHW JIUNKHLOB KPOBH, 4TO ABAA-
eTca OTPAaMEeHNEeM Kak QYHKUWOHANBHOTO COCTORAHMS neveHn, Tak U nimMe-
HEHMAMKU Ha YpoBHE 6Guonornyecknx membpan (U,B,CnoboxaHxuH ¢ coaBT.,
1987; Girod et al., 1992).

PasBuTHe n Tevyenne GPOHNONEr OMHOT O npouecca npw MyKOBHCUM O3 €
BO MHOTOM ONpegenfaeTCcs MUKPOONOPON gbxaTenbHbx nyten, o MHenunw
.M Hucesnu (1987) nepcncTenunqa B OPraHn3Me BHPycoB, obnagawwmnx
TPONU3IMOM X CAN3UCTON JHRATENbHEX NYyTel, ABNAETCH BegyUUM ¢AKTO-
POM B BO3HMKHOBEHWN JNNTENbHO WM TAXKENO npoTexawwnx peungnsos H0-
nesnn y geten ¢ XH3N n ¢ myxoBucumgosom, WccnepoBanue, npoBegeH-—
HOE& C MCNONb30OBAHWEM NOCEBOB W CEpPONOrnu4ecroro obcnegomanuna 60nb-
HBEX MYXKOBUCUMZO30M, Yy XOTOPHX 3a 1 Mecau o 3TOro 6uwno oSocTpenne
CHMNTOMOB MHOEKUWNW BEPXHUX gBXaTEeNbHBX nyTter (1 rpynna) u co cta-
GunbHon pemnccunen (2 rpynna) B gHMHaAMALEe B TeuweHne roga noxaszanoc,

4TOo y 29% 60onbHuX 1~ rpynno 6nno 4-kpaTHOoe n 607€e NOBHUWEHHE TNT-
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pa anTHTen X pas3nuuHeMm Bupycam, Mycoplasma prieumoniae, Coxiella

burnetti, TOrga xax BO 2-% rpynne BHCOKWUM TUTP K AfEHOBUPYCY BHAB-
naet Tonbko 4,5% Gonbubx. Kpome TOro, y 1} Honwnoro n3 24 1-n rpyn-
np o6HapyXeHo 4-kpaTHOe noBbmenne THTpa k Legionella pneumophilia,
XKOTOpOE CONpPOBOXLANOCb COOTBETCTBYWWEN KAUHMHECKON KAPTHHOW, a y
17,4% TuTp anTnTen Kk 3TOMY BO3Gygutenw coctaenan 1:32 n Gonee,

HTO yXa3buBaeT Ha NPEegpPacNONOREHHOCTb TaKkMX HONbHBX Kk 3aboneBaHnw
6one3nbrw nernonepob (Efthimion et al., 1984). HebeswuTepecwo yno-
MAHYTb OO ONNCAHRWN CNYy“an NOBBUEHMR] FIAESKTPONANTOB nNOoTa Yy HOABHOTO

C BmgeneHneM aHTUTEen x BUpPpYCY nMMyHopgeonunta venobexa (Skoeh et
al., 1987).

UTo xacaeTcs MUKPOGHOWM @nopn ghXaTenbhBX NyTeh npu MyrkoBuUCun-
go3e, TO OHa Sﬁna NONMMOP®HON, HO, HECMOTPS Ha 3TO, O0CO6EHHOCThR
MUK pPO@nOpE NO cpaBHeHuw ¢ XHOSN aBnmeTcs 3aMeTHOe npeBannpoBalune
IBYX MHKPOGHBX areHTOB: CHHErHOWHOMN NANONKWN W 3070THCTOro nNato-
revnoro ctaennokoxka (N1 K Katocoma, 1990; Chomarat et al., 1991;
Mouterde et al., 1992; Frederiksen et al., 1993). Npucoegnuenne
H.influenzae yTaxenaser Tevwenne nHeekunonHoro npouecca (M. E. dayc-
ToBa ¢ coaBT,, 1990).

MHoronetune nabnwgenunns H W, Kanpanoea (1986) nossonannu oTMeTuTh
ENHAMUEY MUKPOGHOTO nNen3amxa OPOHXMANbHOTO pgepeBa Yy 6O0AbHHX MYk O-—
Bucungo3som, 3a nepunog ¢ 1967 no 1976 rr. npeobnagawwunmm MURKpoOpra-
HU3IMOM SABNRANCHR NATOTEHHBR CTROUNOKOKK (50% nabnogennn), ero acco-
Unauna C reMonuTHHEeCKUM cTpenTtokokkom (30%) u(nnm) ¢ cuHernonnon
nanoxvkxon (20%). B nepnog 1976-8% rr. cTana gOMMHUPOBATbL CHHETrHON-—
HRR nanovka, KOTOpas Bbgenanacb y Gonee uem 77% 6GonbHBX, HEpPEegKoO
B aCCOUMAUUN C TEeMOPNUITbHOM NANOYKON M(MAIWN) TEeMONUTNHECKUM CTaoUuno-
K OKKOM,

YupTnBas CTONb 3HaunmMyw ponb Pseudomonas npu MYyKOBHCUNgO3E,

GHCTPYl XONMOHW3AUNN C NOABNEHMEM TaK HAIBBAEMHX “MyKOMgHBX' 0OpM
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ACTHADHOE M3 YHENNE BLHREWTIO RENHHME v PS.a8rRQLnosSs MROKSCTEIX Gk —
TOROE BHEYTERTROCTH (Saresumn, SR3ONpoOayNTOB, THIHOTORNCISHERNA0E W
ap.). Tpynne wconegosaTenel ns r.laHHOSer yaanoln yYOTIHOBM T BECD™
ME AEHMENESTETDHLR GaKTE CRUACTBO MeHuTHIE FP5.&8rUginossa ¢ THaHDW
ABINSATENDHEIY MY TER BUNbDHBL MyKoBERCUMaosom {Tummler et al., 19%1;
Romling et &1, 19?E)H_C GTOrU MOMEHTS MHOTOE CTENC MOMATHO & H&-—
CYWERMY gbit R TENDHOCT SNTXEETE GUNbHEN MYKOEWCRNACSOM.

Broigenane Ps.cepacia oTmeqanccn v 1,36, 1% GonoHeing TRKKME OO0TWb—
HbIE QUTTMHL QOTBWE HEANOAMTBCR HE CTHUMOGHIEMOM TENERER, ¥ HUX NHaone
HECTynaeT TeTanmoHbm woxog {(Tablan et &l., 15837 . Moonmegusanne Hac-
ToTh SEFrERASHENRS Ps.cepacia i Ps.aeruglnosa NORE&Sano, K70 Meauuiih-
CRME TEMBULS (MHCENATOREb, KILOSOADHLIE MAICKRM) MOrYT CAUYRMTD QESEDEY

HEOM, GAMERG 3ICDRSHEMNE BLTHENZETLR HENICTO U M yIOTREGTEHWN &

~1

TeMeMHe MECRANE MWW BONeE gnuTenmbHore cpoka (Pitchford et a&l., 178
Y CUTDHbBI MYROEMCUMACZOM BEOIMORHO DE3ENTHE HER TELMEMtt CTaEM—
NOKOKN & M CHHEFHURHOR T&TOMKM, MLMHMUHE K OTopoR sRemssecTHa (Mclar-
thy et al., 1980).
KONORUSEQN R CHBHEPHORRGA NaNOHRM CONRUBORISIETLCHR MpMyHHDbIM GTEE™

TOM B Shge NobBbileHs THTROBE O-aHTHTEN W YROBRR CHNEeEnNEeCcK i noe—

: Cardon et al., 12792). Wsy-—

m

qunuTRos (A .A.Wabanosx € coasT., 178
HENME TOKSZATENER MYyMODETOHONT HMMYHUTETE Yy DONDHBKN MyKROBUCRHAOSOM
TIOK &3 870 [EEHOHANDEENEHHLE RESYNDTETE . [t 5Ton KCCOUNEHMH MERIY
renoTunom {(del FS0S v ap.) M rHOER— MM PRUOCEMMACTOSYTHHEMU ER Bbl—
RENERO He Guno (Brottman et al., 1772). W.B.LngGoREHRMH C CoasT.
;
(1797) YCTEHOBNIM MEOAHOIHENHOCTD MIMEHEHHRA lg B 3&BULHMMOCTH OT
TEMEMUR MyKOBMCUMIOSH: C YTARHETEHHEM GOTESHM MWCTTO GOTBHLN C EBICO
KM CogepXanued Iglh n b yEeTuMUBENTUCD M HIMEOTES OTHETNUEG TNLORE—
TANCGCH AL TAKENGM TENEHWM GOTNESIHM. J GONDWHHCTES HOTDMBIN OTMENE—

ToCh BMCOKoe cogepmanue IgM. Oananu, 0HEBMaRO, Y70 BLICOKUN YOOBEMD

CHIBOXOTONHLIN IQ HE eyt TheideeT NEZOrpceCinpoBatit® ECCN&MTHTENTLDHROD G
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npouecca. Bo3aMoOXHO, onNpejensaounM MOMEHTOM ABNARAETCH HECOCTORTENu-—
HOCTh MECTHOT O UMMYRNTETa&, HO Henb3s WCKANMUTL W BAPUAHT CHHTe3a
anoMmanbHnx Ig. K Takxomy wxe BwBOjgy npuuan W . B TNoxogsen c coabT.
(1987) nocne wnayvenuna YpoBHEN Ig Y B3IPOCHAHBX C MyKOBUCUMJOIOM,
Cy6xnaccun IgG oTnnyawTca no cBOEn CNOCOGHOCTWM NOBLBWATL @aroun-
TO3 M AKTHBMNPOBATb koMmnnemeHT. flO3TOMYy Pa3nniuUAa B COgEPXAHUN CyE-—
knaccoe IgG MOryTtT onpegenfaTb OCOOEHHOCTbL TeuveHuns aaéonepauuﬁ, ffpn
MYKOBMCUN J03€& COOTHOWEHHE cybxnaccob IgG B XpoBM 3HAYMMUTENBHO OTAN-
Yanock OT HOPMbH, [Ipn 3TOM CHWXEHNE NETrOYHOM GYHKUMN TECHO KOppenmn-—
poBano ¢ kxoHuentpaunen IgG2 n B Mmenbuwen ctenenn I1gG3 (Fick et al.,
1986; Pressler et al., 1988). Hapyweuue uHgexca ONCOHMHOB CYyErnac-—
cop IgQG, no—BugMMOMYy, NPUBOANT X HAPYWEHWW ONCOHMHOGYCNOBNERHOTO
xn1npenca Pseudomonas MakpooaraMum JNEerKux, KOTOPHE B OCHOBHOM nMewT
nopepxHocTHbe peuentopa k IgGl w IgG3. Camwpe Bwcoxue Tntpw IgG-aH-
TUTEn K TOKCUHAM CTAGUNTOKOKKA 6uamnm y HONbHEX C Hanbonee TANENTbHM Te-
vennem myrkoeucumngo3sa (Ericsson et al., 1986). Cy6bxnacc IgA2 aenaeTt-
CR yCTOM4YMBLM K gEeWCTBMUI NpoTeas, BOT NOo4YeMy €ro ypoBeHb NOBLWANCH
B NOCTHHOEKUNOHHOM nepuopge B ornnune oT IgAl (Hassan et al., 1992).

Takxnm oBpa3oM, NPOHUUECKARA MHOEKUNA CNOCOBCTBYET CHHTE3Y aHTH-

Ten NpPpoOTUB COOTBETCTBYNUMX AHTHUIE€HOB, H4TO NPUBOANUT Kk 06pa3oBaHnp
HUUK, obrapyxnBaemnx B xpoBu u moxpote (Hoibi,h1987). TepcuncTtuposa-—
Hne UUK obBycnasnuBaeT nnoxon nporno3 y SonbHbX MykoBucumposom, Og-
HRKO, NOBPEXIEeHNW NEroYHOM TKAaHW nNpegwecTBYeT PRAg NPOMEXRYTOUYNHBDX
stanoep (Puc.1.3.).

Perynsauns MECTHOro WMMYHRTETAa M3Y4HE€HA HegOCTaATOHHO, A gaHHBbe
nUTEepaTypn NPOTHBOPENMBHL, XOTHR M3BECTHO, 4TC NOPOHHHN KPYr ABAseT-
CA CnegCcTBHEM HENPABWIBHOrO OTBET2 HA MUKPOOHHE AreHTH B guUNATEAb—
Hex nytax (Shale et al., 1992). Hapywenune norxasaTenem MecTHOro MUM-
MYHWTETa NO~BHIWMOMY CBRA3AHO C NEPBUYHLUM NPEUMyHECTBEHHbBM nNopame-—

HNEM GPOHXMANBHOIrO gepeBa y OOnbHwX MykoBucumzosom (Michailowa et
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al., 1985). B wacTthocTiH, B cnwHe Gwna NoOBRWEHA KOHUEHTPauusa IgA

(K, W _Knwesa ¢ coaBT,, 1982). Ecan B cnxHe umenoct nosbuwenne IgG #
SIgA, 70 B cexpeTe GCPOHNMNANDHHX KENE3 COFEePHRAHNE CEKPEeTOpPHOT O KOM-—
nowenta n SIgA Guwno nonwnxeno., Nocne CcTUMysnAauUMM CAWHOOTgEneHna nNpo-—
ncxognno yMenbumenne SIgA B cnwne (Hein et al., 1987). NoenweHnne
S5IgA B cuBOpPOTKE KkpOBM HOnNbBHWX 6uNO 3apernctpuposano y 70%, uame
npn nevenoqHon obcTpykumn (Hein et al., 1988).

H3BEeCTHO, 4TO anbLBEONAPHHBE MAKPO®ATH ABAANTCH KNETKAMU, CUHTE-
3UpYyOWNMH U CEeKPeTHpynunMn HnOonornieckn akTuBHue BemectBa (N.A MaTt-
Beeba ¢ coaBT,, 1990)., B nepnog ovbocTpenna y 6O0ABHDX MYKOBUCUNJO-—
30M B GpPOHXMANTbHOM cekpeTe Ha6nmgaﬁcn IEONUNT ANBBEONAPHHX MaKpPO-—
varoe (I  H.3nxnna, 1991). Bo3sMoxHO 3TO CBR33KHO C TeM, HTO nunonpo-
Tengw KNeToNHon cTenkn Ps.aeruginosa cnocobhbe CTUMYnupoBaTb cexpe-
uvi UMTOKHMHOB MOHOUMTaMu nnan Makpooaramnm (Suter et al., 1989).

pn nerovHOM ¥ CMEWaHHOW COPMaX MYKOBHCUWMO3a OTMEHaNnoCb CHhXe-—
HHEe konmnyecTBa T—-NUMOOUNTOB, NTO PACUEHMBANOCbL KaKk Pe3ynbTaT YMeHb-
weHna obmero uncna anmeountoB (U.E . Typuna ¢ coasT., 1986; . & Mu-

Xeesa C coaBT, 1987). B cBow ovwepegb HHU3KOe cogepwaknne T-cynpec-—

'
COpOB MONXET cnoco6CTBOBATL Pa3IBUTHI AYTOUMMYHRHHX NPOUECCOB M yBe-
nnyennn B cuBopoTke kxpoBu UUK (Fick et al., 1986), 410 3ambkaer
NOPOMHHI KPYr naToreHesa NoCpejscTBOM YyBEANHYEHNA M NEPCHUCTEHUUN aH-—
TUTEHHOT O Pa3gpPaAKEHUA UMMYHOKOMNETEHTHHX OPraHoB,

Takne 3HawNTEenbHHE N3IMEHEHNR B CHCTEMEe HMMMYHHOTO KOHTPOA®R W OT-
BeTa obecnevnBawT eme N Takon HEeOHGNATONPUHATHHN MOMEHT, KAk HHOWUW-—
poBanne rpnbaMn M CBRIARHYNW C B3THM AANEPTruw, 4TO yXYyguwaeT COCTOR-
nne bonbHux (Franchi et al., 1987; Zeaske et al., 1987). No ganuwbm
S.Feanny et al. (1988), G.Steinkamp (1992) xzo 10% 6onbHux MyrxoBnc-—
UNgO30M MMENnn TakOoW MUKPOOPraHuim, kakx Aspergillus fumigatus. B

HAaCTOoORWEee BpemMna Konniecrso o6napymnsaemax y bonbHBEX rpnéxoe npo-

ronxaeT ypenunuinsBaTech (Kusenbach et al., 1992).
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NMpusegeHHun oBH30P HAPYWEHHH UMMYHHHX MEXRHW3IMOB NPH MyKoBUCLM-—

O3 NOo3IBONAET CyMMnpoBaTb gaHHwne (Puc.1.4.), ceBugerenscTeynmue,
HTO BKIWMEHNE gaHHHX 3AWNTHHX @®RKTOPOB HOCUT Ha NEpBOM 3Tane KOoM-—
NeHcaToOpPHLI XapakTep, HO NPOUCXOgUT OBLCTPOE ®OPMUPOBAHHE NOPOMHO-
ro kpyra, cocraagoh HaCTbW KOTOPOroO ABAANTCH NPOTEONRTHHYECKMEe FH-
INMDB,

BecbMa 3HANNTENbHOE MECTO B NATOreHe3e GPOHXONEr GHHHX HAPYWEeHURn
np® MYKOBUCUHMZO3E 3IAHUMaAET Hapywexnune bananHca B cucTeme npoTeonuns-—
MHTHEUUMS, NPH KOTOPOM NPOMCXOLUT pacnag 3NACTUHA CTPOMbB Nerkoro,
Hentpoounn W anbBEONAPHHE MAKXPO®ATrW SABIARANTCR OCHOBHBM MCTOHYHUKOM
3nacTa3dn, COREpPMaHNe KOTOpOM B XpOBH HONbHEX 6BHAO 3HARYUTENbHO NO-
Bwwexno (Stockley et al., 1982; Hollsing et al., 1987), uwto aBTOPB
paccmaTpuMBaRT Kak NPU3HAK AaKTUBHOCTKHM BOCnNAanuTennHOro npouecca, llo-
MUMO 3TOr0O HENTPOGUAR NPW AaNbTEpPaUNNW CaMu BLIENANT HEKOTOphne &no-
NOrnHecKkn axkTHBHbE BewecTBa (NENKOTPNEHD, NHTEPNENKHH ), KOTOphbe
BKNMANTCR B NOPOYHHW KPYr NOCPEegCTBOM BOBNEHEHNS] B BOCNAAMTENbHEN
npouecc BCe 6ONbLWEro KOAUHEeCTBA HENTPOYNUNIOB B yNEe HPe3IMepHO Hach-—
WEeHHBR MMM BOCRanuTenbHbn 3xccygaT (Suter et al.,1989; Berger,1992).

Kpome npoteas, BhgenfaemMox HenwTpoennamun, MHrnGuTOpamM nporteas
NPUXOAUTCHR MHAKTUBUPOBATL W GEPMEHTH BHJENREMBE MUKPOOPraHnaIMamu
Cpegn nocneghnx y GONbHHX MyKOBUCUMZO3OM Haubonbuwee 3HAYEHUE NUMe—
wT: Ps.aerug. 3nactasza (meTannonpoTteasa), Ps.aerug.wenonvsan oeocova-
Taza (He cogepxnT metanna) n LasA nporeus (Saulnier et al., 1991).

3To BneveT 3a cobBoOM U3IMEHEHNA B CUCTeMe MHTrubuTopos npoTteas, B
nepeyw ovepejgb N3IMEHRAETCs YPOBEHb 1-nnrubnrtopa npoteas (AWN) B
cTopoHy noeBwwenna (Rohr et al., 1989; Gaffrney et al., 1992). Bro-
PON NO 3HAMUMOCTW MHIrNEWTOP NPOTEONN3a 2 maxporno6ynun (AMI) - ¢
Cc MonekynapHon maccon 650000-8§20000 anTesupyeTcn enbpoGnacTtamu »n
APYTHMU K€TKaMn MAKpPO®aranbHO-MOHOUMTAPHOTO PAga M COCTOWT n3 4

NEEHTNHHBX cyébegnnnu, OT KOTOPBX NpPW ZEeNCTBWUM NpoTeas OTWEnnawT-—
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ca eparmenTn, [lonyvyeHHne gaHHbe CBURETENbCTBYWNT, HTO NEpPBUHHHN Hu-—
OXMMNYECKHN fEe®eKT NPH MYKOBHCUNJO3E HE 3aTparuBaeT paciienneHuns
cybvegnunu nog gencteuem npoTea3 (Burdon et al., 1980; Parsons et
‘al., 1980). Ho npn 3ToM konuenTpauna ANMNI y 60nbHBRXR 3HAUMTENbHO no-
Brwaetca (Steinbruck et al., 1982; Tomasova et al.,1992), nockonb-
Ky OH 0bpa3yeT cCcBa3b C NpoTenHasamn OwcTtpee, uvem AWN, npomengra

cBONCTBa Kak 6B "ckopon nomowu'", OgHAKO ITH KOMNJAEKCH HENPOHHL M

)
BRCBOOOKEHNE ©EePMEeHTA MOXEeT BHOBb Bm3IBATb Peakuun nporeonmnsa

(H.B . CupomMaTHrkOoBa ¢ coabT. 1987). Ho BOT cogepkaHne nHTep-anboa-—
TPUNCUH-UHTUENTOPA B CHBOPOTKE KPOBM HO0AbHBX Myxoaubungoaom &nno
goctobepHo cuuxeHo (Muller et al.,1987).

OcrOBHON fge®eKT MYXOBHCUMgO3a BbH3IbBBAET pa3dnnyHbne, NOPON BEeCbMa
3HAYNTENDHHE N3IMEHEHUA B JEATENBbHOCTH RENYLOHHO—-KNWEYHOTO TPpakTa
Y GONbHHX NOCKOAbKY gaHHa®A CHCTEMa SBNAETCA CPegOTOMMEM 3KIOKPHUH-—
HOM TKkaHWM, ROCTATOMHO Ha3BaThb TAaKWE KeNe3n W OpraHb, Xak CNHNHHBE
M NOAKENYfOHHARRA XeNne3dn, KenygoKk W neHeHb, CAN3ncTtas TONACTOro #
TOHKOTO KMWEYHWKa, AaHHAR cuUcTeMa npegcraBngaeT cobonm aHaToMuuec—
XOoe M OYHKUMOHANbHOE €LMHCTBO, NOJHNHEHHOE egHHOR uenn - obecneve-
HUO yTHAN3AUNN NUUEBHX BeuwecTB W perynsaunn romeocrtasa,

ANCOYHKUNR NOAKENYygOMHON Xene3nm BTOPUHHA M obycnoBneHa 3akynop-
KON BRPOgHHX NPOTOKOB M AUNHYCOB BA3KuUM cexpeTom, Y T75% GonbHumx
copepMaNne TpuncuHa B CHBOPOTKE KPOBHM COOTBETCTBOBANO XPOHHHYECKO—
My nanxpeaTnTty, y 10% ocTpoMy, a noBbweHue Auna3m 3aBUCENO OT THa-
KecTtun natonoruvecxoro npouecca (E,B Cepega ¢ coamT,,1987; T.W.Typ-
KnHa ¢ coasT,, 1989)., Y 60nbHUX MYKOBNCUMZO3OM NPONUCXONT CHUXE—
HWEe cekpeuun NopgKenygoHHOn KeNne3Oon HATPUR, Kanna, XNOPUJIOB W BOgh,
YMeHnbwenne cexpeunn 6nkapbOHATOB NPUBOAZHT K MHAKTUBAUNM NaHKkpeaTn-—
HeCKMX IHINMOB W NPEUNNUTAUNU KENHHBX CONEen Ha NOBEPXHOCTH KHWKM,

HTO B CBOW O4Yepegb HapywaeT conwbuansaunw annngoe (Durie, 1991;

Littlewood, 1991).
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an MykoBUCUN O3 €& oﬁnapymeno CHUXEHNE XUPHBX KUCNOT HE TONbKO

B KPOBM, HO u B TraHax (nevenn, nerxunx, cepgue) (Farrell et al.,
1985). B naunbonnuwen cTenenn CcTpagaeT NepeBapHBaRHUE WUPOB 3a CHEeT
CHUNEHNR YPOBHSA NAHKPEaTUHEeCKOoW nAnna3n, AeenunT TPURCUHa U XumMo—
TPUNCHHA ONpegensnT HapyweHne BcacuwBaHua 6Genxa. lpn 3Tom obrnapy-
HEHO CHUNEHNEe AaKTHMBHOCTHM 3HTEPOKNHA3b, BOUNONHAKWENW OCHOBHYK pPOnb
B npebBpauleRnn TPUNCHHOTEHa, XUMOTPHUNCUHA u npokapéonenTugaibn B UX
akTuBHbe oopmb (A, A Dbapanob ¢ coast., 1986). Bce 3TO npuBoOguTt &
ENCHananHCy aMMHOKMCNOT B KPOBM (yBenu4eHne Ccymmbn 3aMeHuMuXx Ha 11%
M CHUXEeHuEe CyMMb He3aMeHumbx Ha 27%). HeagexsaTHOe nepeBapubBaHue
n abcopbumMs NPOTENHOB M PACTBOPUMBX B MHPax BUTAMUHOB NPUBOIHT K
CHUXENNNw YPOBHA TParceeppuHa u npeanbbymuna (Pascali et al.,1984).

[To COCTORAHNK KNCNOTHOCTU N GEPMEHTATHBHON AKTUBHOCTH XeNypgo4d-—
HOTO COKAa MOMHO CHMTATh, HTO CNOCOSBHOCTbL Xenypka x nNepeBapuBaHnio
Nuiln He HapyweHa, KPOME CHUXERNR Oo6beMa WenygO4HOro WM gyogeHanb-
HOTO CcOKa C Hannuuem Gonbworo kxonuuectBa caunsn (A.C Turtosa, 1982).

CTeaTopes BegeT K NOTEepe KaNlbUWA CO CTYNOM, KOTOPHH BHgENRETCSH
B BMgEe Mbla, NOCKONbKY B KWNWEYHUKE NMEEeT MeCTO OMBIEeHMEe Kanbuus
HeagcopEnMpoOBaHNHbLMKN HUPHBMM KUCNOTaMun, BcnegcTBue 3TOro MoxeT pas3-
BUTbC® runokanbunemMuns, a B pegknux cnyvaax n tetanna (M. 49 Crygenn-
Kun ¢ coasT., 1977).

Taxum obpasom, HapyweHne geRTENbHOCTH Nene3 nNUileBaphTenbHOok
cHcTemMn NP MyKoBUCUMO3e ONpegenfaeT uenoi pRgy BTOPUYHBX HIMEeHEe—
HW nepeBapnBanNM® ® BCACHBARHUA NUWeBwX npogykToB, Ha pucynke 1.5,
npegcTaBneHa cxema CHHgpoma Manbabcopbunn no A B, Oponbkncy (1989)

BHZOU3MEHEHHAA HaMW B NPUAOKEHUNW X MYXoBHCUNZO3Y,
1.3. OcobenHnHoCcTn KNUHUYECKONn KAPTHUHD MYk OBUCUN gO3Aa Yy geTen

Knunnuecrxaa xaptnua MYyKOBHCUNO3a BeCbMa NONUMOPOHA N CKnagbBa-—
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eTCH W3 CHMNTOMOB NOPaAMEHHs Pa3/MiHBX OPraHOb M CHCTEM, BHPAMEHHBX
B HEOogWHAKOBOR CTeneHn, HecMOoTps Ha OBWHOCTL nNnaToreHesa CTpagaHua
y HeroTopuxX 6O0NbHBX BCTPEHaeTCR TANENOoe, FeHepanu3oBaHHOEe nNopake-—
HHE NPakTHHECKHW BCEeX 3IKIOKPHUHHHX OPraHOB NPHBOJAWEE K NeTalbHOMY
MCXOgy B nNepBhe Mecsub MH3HN, B gpyrux Cny4asx KAMHMHECKHEe NpPORB-
NeHns MeHee BHpaXeHh W GONe3Hb OCTAETCA HEePACNO3IHAHHOWM gO NO3gHe-—
ro geTckoOoro WM gaxe 3penoro BoO3pacTa.

J.Katz et al.(1986) npocnegnan 3a 3aBUCHUMOCTbH KAHMHUYECKOW Kap-—
THHH OT BPEeMEeHK Havana 3aboneBPaHMA: NPH HAYANbHBX CHUMNTOMaxX CO
CTOPOHB NWUWEBAPHMTENbHON CUCTEMB B gaNlbHeRWem COCTORHME valle ynyu-—
WAnoCb; NPH HAYANBHBX NPEUMYMECTBEHHO NErONMHBX NPORABREHHAX COCTO-
ANNe rax npaBMNO yXyjwanocn,

B 3aBMCHUMOCTH OT npeobnagaHns TeX UIN UHBX CUMNTOMOB SONTbWMH-
CTBOM HCCnegoBaTenen W NPakTHNKOB BLHIENRANTCRA Clegynmne KINHNYeckne
oopMb 3a650NE€BAHNMA: MEKOHWANbHBNW WNeyC, NerovdHaf, KNWlevHans, CMewaH-
Haf, abopTuBHa® W cTepTas, Kpome Toro, HexoTopnme aBTopw (Marianel-
l1i et al., 1979) onucwpawT Tak Ha3bLBaeMyw OTEYHO-AHEeMU4YecKkyw ¢op-
MY Y peTen rpypHoro Bo3pacTa, ﬂpu&nuaujenbno y 30% geten pannero
BO3pPacTa MYKOBMCUWO3 CONpPOBOMgaeTCH ceéanecngM NpPOABNEHUAMY ;
Taxon BapuanHT Gone3nun A A bBapanoB ¢ coaBT., (1936) na3zwBawT "centun-
xonogobHon" K bBb.4 Pe3anux c coabT.{(19883) pacnpegenanTt HonbHux cne-
gyvuuM o6pa3oM: MexoHManbHan HenpoxognMocTb (1,34%), xnwewnans oop-—
Ma (3,12%), nerounan (17,41%), cmewannas (74,11%), oTeuno—-anemn-
vyeckaa (0,89%), aboptuBuans (natentHan) (1,34%), znctpoonveckan
(0,89%), xonnantonguan (0,45%), peTeHunonHasn wentyxa (0, 645%). TNo
HaweMmy MHEHWN RefOUCTATKOM Takon TpPpynnupoBKH aBnReTcs HenpaBomMepHoe
Bugénenue B OTZeNbHYN GOPMY TAaKWX PegKkUX NPOABAEHMN (OCNTOXHEHUN)
kKak CKNOHHOCTb Kk Koanancy wnn wmentyxa. Bce 370 TpebyeT BupaboTkwu

onpepenedHnoro nogxXopa B pa3paboTke knaccuonxaunu MyxoBucunpgosa,

C Toro momenTta, korga 6wun pa3paboTaH W WMPOKO BHEZPEH CTaHgap-
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TU3NPOBaAHHBN METOg AMATHOCTUKM — NOTOBHH TECT, gOCTATOHHO ROgpo6-
HO ONWCaHa KNHHUHECKaAR KaPTHMHa KNACCUY4ECKOro MYKOBUCUMgO3a, nepeg
KTMHAUNCTAMY BCTan BONPOC O NEerkux ¢oopmax HONE3HM, KOrga KITHUHA-—
Hecxan MAaHU®ECTAauns HEe YKNagnBanacb B KAPTHUHY TAKENOro (neTanbHO-
ro nwnu CcyoneTanbHOro) MYXOBHCUWM O3, & NOTOBHBW TeCT CBUETENbCT-
BOBan B NONb3Y f[AHHON 3IKIOKPMHONATAM, 3TO NPUBENO K ONUCaHMR Tak
HA3HBAEMHBX HETUNUYUHBX, aBOPTUBHHX, CTEpPTHX @®OPM MyKOBMCUMO3a,
xorga 6one3db BHPAXANAcCh B BUgE OTgENbHBX CUMNTOMOB, HENOCTORHHOM
UX NPORBNERUN MAN B OTCYTCTBHUM NPOrpPecCHMpoOBaAHNA NATONOTUYECKOTO
npouecca, A,Flﬂnman ¢ coabT,(1991) oTmMeuwawT, HTO MYKOBUCHHLO3 He-
pegko npoTeraeT nog “mackamu"” gpyrux Gonesnen. 6.4 Peannx (1987) «
2a6OpPTHUBHON ¢OPME OTHOCHT T& Cnyuawn, NEW KOTOPBX KAWHMKA BhpameHa
Hepe3xo ® NpoaABRANACH HACTHMU pecnupaTophuMn 3aboneBaHusaMH, GPOH-—
XOCNAcCTUHECKON "MAcKkoOn" »u XenypovHO—-KNUWEHHbBMWU HapyweHunamun 6e3 07—
CTABaAHNA B GU3INYECKOM PAa3BUTHUKU OT CBEpPCTHHKOB, W C 3Tumu gaHrbBMM
Henb3R He cornacutbca, Tenepb MOXHO CKa3aThb, H4TO NO—BUIMUMOMY B Cny-
HaAX ATHUNNYHBX CGOPM peub UZeT O MHHOPHBX MYTAUMARX B reHe MYKOBUC-
ungosa, No muennw B, A Tabonuna ¢ coaBT.(1986) aTtunuuraa eopma (2-
5%) xXapaxTepu3syeTcs M30NTWPOBAHHLM NOPaMEHUEeM OTgeNbHBX IKIOKPHHHBX
Xenel n nerkunm ctepTbM TeuenHuem, o gannbm O, A Pomanenxo ¢ coaBT,
(1983) abopTnBhHbHE M CcTepTbe oOpMb BCcTpeuawTca y 16,2% Hononbx, He
TONbKO OnNpegeneHHan 1acToTa, HO M CaMO HANNMNE ATHNUYNHBX ®OpM 6o-
nesHn TpebyeT yCTAHOBNEHMR KINMHRHUECKNX KPHTEPpHeB 3THX QOpPM,

.Y GonbHBX geTen C KNnaccu4HecKkon KapTHMHON MYKOBHCUWgO3a gOBOAbLHO
PaRHO GOPMNUPYETCHA XaPakTEPHbBN BHEWHWN BUg — KYKOAbHOE MU0, pPacuu-
peHHas, Hepegko geoOopMUpOBaMHAf TPYgHAR KneTka, HONbWON B3IgYyTHM
KNBOT (Hepegko OTMenaeTcs nynowua% rpoXa), Xygbhe KOHEeNHOCTH C ge-
oopmaununen xonuesag ®aNnaHr NanbueB PYK #U HOT B Buge " 6apabaHnbX
nanoyexk", cyxaf, CepoBaTO-3EeMNUCTOro uBeTa koxa, M3 gpyrux obumx

CHUMNTOMOB MOXHO YKa3aTh Ha CONyTCTBYHWY® ANCOYHRKLUKRN 3Ipavka rnasa,
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(R R
a TaKkme nopamenune rnai no TNy HO4YHOM CnenoTn C XapakTepHbMun u3-—

MEHEHUAMN TNAa3HOrO gHa, NUKBHUINPYHUWUWMUCR Ha3HaAYE€HNEeM BMTaMuHa A
(0" Donnel et al., 1987).

Pag xnnunvecknx NPOABNEHMN MYKOBHCUNLO3a CBA3aH C NOBLWEHHOW
noTepen 3NeKTPOANTOB C NOTOM, KOTOPaf MOXET ONPELENNTL BO3IMOX—
HOCTb 6BCTPOrO Pa3IBUTUR gerngpaTauun u Konnanca B xapkoe BpeMms
roga, B Taxoe xnnHnmyHecxoe nNoHATHE, Xxak CHHgpoMm "conenoro pebenka”
BXOgNT TaKXE& OTNOXNEHne XPUCTRNNOB COANW YHale Ha KOXe auua nocne
BHCHXaHns nota B BUge "nuHen" .

ObpamaeT Ha cebHa BHUMaHUE HACTOTA OGMEHHHX HeopONnaTuW: TuUnep-—
docoaTypHhn, OKCanypuu, TUNEPAMUHAUNZYPHUH, NPOTENHYPHUHR, UNCTHHYPHN,
menntypun (M. A Qageepa ¢ coaBT,., 1988; Strandvik et al., 1989). B
gaflbHEeWwemM Ha 3ITOM GOHE MOXEeT Pa3BUTbCH M pPa3BHBAaeTCR, KaKk yKa3o-—
BaeT B_H,Peahnx ¢ coaBT,(1988), ynopruih, peunguBUpyroUnn NnenoHeo-
PUT uMan MovHekameHHasn Honesnb, llo gannwm ayTtoncun y 92% Gonbkux 06—
Hapy®eH HEePPOKANbLWUHO3 C NpPeuMywmecTBEHHON noxanaunlaunen B npocseTe
XKaHanbueB, NTO CBA3LBAETCH C TEHETHHECKN JeTEepPMHHUPOBAHHBM Hapywe-
Hnem meTabonmnsma kxanbuua B nouvkax (Katz et al., 1988).

PacnpocTpanenHocTb MyroBncumgosa cpegn H0NbHBX € peungneupynuin-—
MU U XpOoHnueckumr 3ab0onepaHnaAMn nerkunx coctaBaseT 3-15% (H.H, Pozu-
HoBa ¢ coabT., 1991). Nonyiennne HamMu paHee gaHHBE NOKA3aANM, HTO
MYXOBUCUNZO3 SABNAETCA NPUHNHON 3aTHANHOIrO0 W XPOHMHECKOro HponHxone-
rowHoro npouecca B 4,5% cnyvaes (B.W WHunxo ¢ coast,, 1978). Nopa-
WEeHNne OPraHOB fHXAHWA y OONbHEBX MYKOBMCUMLO3OM aBAReTCR Hanbonee
HACTbhM ﬁpoaanenuem 6one3nn n BcTpevaeTcR Yy T5-95% Gonbnux, Kpome
TOTO, M B 3TOM EAWHOLYWHHW BCE aBTOPHW, UMEHHO NEeroYHbBn CUHZpPOM On-
pegenseT NpPOrHO3 kak 3aboneBaHMa, Tak W wU3HWn 6onbHoro, XapakTtTep-
HBM gNa MYKROBHCUMZO3a SBNAETCHA 3aTANHOE WAIN PeUungnBupYyHllee TeveHne
nepBO# NHEBMOHWW, gaxe NPU CBOEBPEMEeHHO HAYaTOM UM NPaBUAbBHO NPOBO—

ANMOM newennn, B ganbHenweMm NEerovHmi npouecc npuobpeTaeT XPOHUHEC—
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XK0Oe TeveHue C ghedy3HbM, gBYCTOPOHHMWM nopaxenunem, OgHaKO Hawe no-—

paxaeTca neBan Huwnan gona (C. B _Pawuncxun ¢ coamT., 1974; 1977).

CaMpi# “acTo# CUMNTOM NOPAMEHNSA OPOHXONErOYHONM CHUCTEMB — Kalenb.
Y 60% GonbHbx cTapwe 10 neT oTMeYanncs nNapoKkcCH3IMaNbHBE NPUCTYnNh
Xxawna u y HUX Habnwganacb menbwana MEN (Stern et al., 1988). Bo Bpe-
MR NPUCTYNOB Kawns y OONbHHEX NOKBNANUCL OWYWEHHS "NEerxocTwn B rono-
Be" (47%), ronoeHan 6onb (50%), omymennsn apxoro cpeTa (24%), Tpemop
(16%), B egMHMYHBX CNyHamX -~ HapYWeHWS Pevu, KPAaTKOBPEMEHHBEe Nna-—
pe3n, cygoporn. [ene3 3TUX HEBPONOTMHECKUX HAPYWEHHN aBTOpPH CBR—
3pBalkT C TONYKHM 3PEHNA MEeXaHNW3IMa KawnebBbx NPUCTYNOB C NOBLUWEHHEM
BHYTPUTPYRHOT O gaBleHNfs, NEepeganuiMMC Ha UEPEeSpOCNUHANBLRYID XHL—
XOCTb, W NOCnegywnuUnM HapyweHunem MO3TOBOrO KPOBOTOKA, runokcunen
Mo3ra. B pa3BuTnun nocnegHero wrpaeTt ponb cHuxkenne PO2 apTepnanbc-—-
HOW KPOBM NPH THRRENOM MYKoBHCUMjgO3€, BO3IMOKHO TaAKXE TPaH3IUTOPHOE
cpaBneHne Ha3niapHON apTepHn BO BPEeMSA Kauwnsa NPU Pe3KOM U3IMEHEHUN
nonoxennn weu, O6CTPYyxTnBHaAA NHEBMONATHR NPM MyKOoBHCUUgO3e, Be-
AIYWaR K 3agepwke BOo3gyxRa B NerKknx, NOBLWEeHWNw [aBNEeHNa B TRYygHOM
KneTke, oka3nBana BANRAHME HA BEHO3HHBW KPOBOTOK, HTO B CBOW OuHe-
pesb Bu3bBAaNO NOBHWEHHE BEHO3HOTO gaBneHnsa,

B nHerxoTopwx cnywasax 3aboneBaHne B TeNEeHUE JANTEAbHOTO Bpeme-—
H# MOMEeT npoTexaTb GECCUMNTOMHO, HAW X& OCTpbe PECNMpPaTOPHHE HH-
PexUNn OTNMHANTCH 3aTakHbM Tevennem, B gpyrux cnywasx gerten u
B3pOoCnbnX HECNOKONT XPOHUNECKHN Kawensb n(Man) NOBTOPHHE NHEBMOKMUH
(K.nopuyr, 1988). OgHako y 607bHBX MYKOBHCUMZO3IOM 4Hawe pa3BUBAWT-
CA OPOHXNT N OGPOHXMONUT, CONPOBONJANWMHUECH CBUCTRUAM JbHXIHUEM, TO
ecTb obocTpenHne npoTexaeT NO OHPOHNXNTMHECKOMY THNY M pexe NO NHEeBp-—
Moumnueckomy Tuny (bB.4.Peannx c coamt., 1988; Hodson, 1984). Mpuuem
HapyweHue caMONyBCTBHA EHONbHBX HAXOZNTCA B NPAMON 3aBUCUMOCTH OT
CTeneHn BHPAMEHHOCTH BOCNANUTENbHHX M3IMeHennn B 6Hponxax (Wunder-

lich et al., 1985). No mepe nporpeccupopanns 6pOHNXONEero4“Noro npo-—



41

yecca NORBAAWTCA HENEPEHOCHUMOCTb ¢U3INYECKON HATrPYy3KM U OgmWKaA,

CnegywmuuM no 4acToTe NOCNE KawlR CUMNTOMOM NOPAXEHWR golaTenb-—
HOW CHCTEMB NPpH MYKOBHCUMUZO3E ABNAETCA 3IMOMU3IEMA NErKMX, KOTopas
MOXEeT pa3BMBATbCR elle O BOCNaAANTEenbHbX nimeHenun (C B Paunncxun ¢
coaBT., 1974; B.K,Tatonenko c coasBT,., 1981). Kaununvecxn 3To0 npomB-
NREeTCA B BUZE N3IMEHEHWN 0OpMB TpYgHOW kneTrkn (Houkoobpa3Ha®l rpyg-—
Has KneTka, YBeNIHWYeHNne NnepegHe3ajgHero pa3mepa), KopobowHOro 3myka
npn nepxyccuu,

B nepnopge obocTpeHns npu MYKOBUCUMgO3E BCTPEHAWTCR BCE MOP®ONAO-—
ruyeckme BapuaHTh NHEBMOHWN, HO Haunbonee 4H4aCTO HabNWRaAWTCR NERBHY-
HHE W NOBTOPHBE CE&rMeHTapHue nHeemounn, Kpome TOro npm mMmyxoBsuncun-—
gO3€ MOryT Pa3BHBATbCR M MHTEPCTHUMANBHHE NHEBMOHWWM, Pa3BUTHE KO-
TopaX OBYCnOBNEHO NEKapPCTBEHHO-TOKCHHECKHMU ovaxToOpamMn, 0B6CTPykuu-—
el 6poHxobB, HAKTEpPHanbHO HUAW BUPYCHOM MHOEKUNEeN, MMMYHHHM NOBPEexX-
gennem nerxnx (Tomashefsky et al., 1989).

Npumeprno y 30% 6GonbHbX BbBpameHb OOCTPYKTHBHLE H3IMEHEHHR, CTe-
NeHb KOTOPHX 3aBUCHT OT THAXECTH 6ONEe3HH, M KOoTOpPwEe NPHBOJRT K Ppa3-
BUTHUIO THnokcun n runeprannun (H. W Kanpanos, 1986). O6CcTpykTuBHBR
CNHRPOM y HONbHHX MYKOBMCUMZO3OM NpPOTEKan NO THUHNY aCTMATH4HECKOTO
EGpoHxnTa nan 6ponxnancHon acTMmbo (H,A Mexesunu, 1987), Mexanunam run-
neppeak TMBHOCTU HPOHXOB MOXRET HBTbL 3a CH4eT BaryCcHol BPOHXOKORCT-
pukunu n Hesaencumo oT Hee (VanAsperen et al.. 1988).

Npn nccnegopannn PBA y GonbunHcTBa BGONbHHBX OOHAPYNMBAETCR K OM-—
GMHaunR OBCTPYKTHBHEBX W PEeCTPHKTHBHbX Hapywmennn (W TFoywtex ¢ co-
aBT., 1978). B gnHaMuKke HeXxOTOPHE NOKA3ATENN MUMENH TEHIEHUNWD K
YAYyHWeHno, 4TO 3aBUCENO HE TONbKO OT KOMNNEKCHOM Tepanunu, HO M OT
MCXOgHO E6NaronNpuATHOrO TeveHnns 3aboneebannn, Hapsgy ¢ Hapywewnamn B
pacnpegeneNn BbrbXaeMOoro ra3a OTMENAEeTCA HEepPaBHOMEPHOUTh BEHTHAR-

UHOHRHO-NEPOYINOHHBR OTHOWBHM“, HTO, B UWTOre, NpPUBOANT X runepkan-—

HUYecKon runoxkcemun, anOKCeMHH, ABNANWARACH CNEepCTBNEM HeCcOoOoTBeT-—
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CTBUR BEHTMUAAUMM M nNepey3nn, oGHapywuBaeTcsa y GOAbWMHCTBA GO0ALHEX
C MYKOBMCUMJO3OM Ha PaHHMX 3Tanax 3ab6oneBanns. [pn 3ToM Ranpaxenne
KHcnopoga B ApPTEpPNaNn3OBaHHOW KPOBH Nagano, a3 HANPANEHWE yTrnekunc-
noro rasza B TO ®e BpeMfa noBmwanock, Ncxoga n3 HabAwgeHna, HMTO cpeg-
HME BENNYNHE MAKCHMANbHOM THUNEPKANHUN Y BHEUBAWWUHX GONbBHHX M y ge-

Ten KOTOpPHE nNOo3gHee yMepnaun, npakTrieckmnm ne ortnnvannch, W Toywrex

,
c coaeT. (1978) cpenann BbHBOg O TOM, HTO gaAXKE CaMyw TARENYw pecnun-
PATOPHYN HEZOCTATOYHOCTb MOXHO KYNWpOBATb O TEeX Nop, noka He pa3-
BUBANTCR HeobpaTuMbe U3IMEHEeHWSA Nerovnon napenxums, Hapactanune run-
nepxaniun BO BPEMR NPOBELEHNA Tepanunm y HONbHbX CTapwero BO3pacTa
ABNAETCA OTHOCHUTENbLHO NO3gHMM, HO TPEBONMHBM NPM3HAKOM, ROCTATOHHO
NONMTHO M3YMEeHUEM @GYHKUWM BHEWHEro gbXaHWR 3aHMMANNCb M NPUWAKM ¥k aHa-
norniHoM BwBOgam C B Paunncxnn c coaBT,(1974;1987), B.K.Tartovenxo

¢ coapT.(1981), H. W Kanpanos (1986).

Kncnorho-ocHoBHOE COCTORHNE Yy GONBHBX MyXOBHCUMZO3OM 4Haue BCe-
ro Hapywewno n npeobnajgaeT pecnupaTOPHLBM aungo3 3a CHeT anbbBeonap-
HOM runopenTuaauun, NpuinnHy MeTabonNuHeckoro ankanos3a, BHABAAEMOrO
Y TRXeINX S0NbHBX M ABNAWWUEroCHA NAOXNM NPOTHOCTUNECKUM NPH3IHAKOM,
MHOT OYMCAEHHRB, B WX uncne noTeps 3NEKTPONNTOB C NOTOM, XPOHHYEC—

K2R THUNOKCEeMURA N gPp.

B Teuyenne 6poOHXNONErownoro npouecca nNpuw MYXOBHUCUUZO3E MONET BO3-
HNKHYTh paAg OCnomHEeHnn, Jlerovynbe XxpoBoTeuvenna BcTpevawtca y 5% 6onb-
Hex (Stern et al., 1978). No muennw W TFoywtexa ¢ coaBT. (1978) xpo-
BOXAPKAaHbe M NHEBMOTOPAKC ABAAKTCHA NNOXWMMH NPOTHOCTHMYECKMMM NpuiHa-
kamu, [0 gaHHBM NMNTEPATYPb NHEBMOTOPAKC C MEgMACTHHANLHOW MAW NOg-
KOMHOI 3MOM3EeMON BCTpevaeTcs y 2-8% 60NbHbBX MYKOBMCUMZO3OM, a Nuo-
nuesmoTopakc y 3% (Spector et al., 1989). No-Bugnumomy, B pa3BunTun
NHEBMOTOPakCa MTrpawT PONb 3MENIEMATOIHHE HIMEHEHUS NETrOMHOM TKAHW,
NPHCTYNH CUNBLHOTO KAawns, YCHAWBANWMKE BHYTPHNErodHoe gaenenune (B A Ta-

6onun ¢ coamBT.,, 1986).



43

Np pOMgEHNUN HR PEHTreHorpaMme HONLHOTO pebHeHKa NATONOTHHECKMNE
u3meneHns He BuaBaawTca (Hodson, 1984). B nocnegywwem npoucxogur
N3MEHEeHNEe NIero4HOTrO PUCYHKR, KOPHEN NETrkKkux, aTenekTaTUHecKkne U IM—
on3emMaTo3nHbe Hapywenns n gp., KpoMe TOro OTMeuYeHO, 4TO PEHTreHonOo-
ruieckans CUMNTOMATHMKA MONKET HAMHOTO OTCTaBaTb OT KJAMHUYECKON rap-—
THHH W HE COOTBETCTBOBATb PE3KUM fE€CTPYKTUBHHM H3IMEHEHWAM B NETKHuX
(Hennequet et al., 1973). CTenenb peHTreHoOnorn4eckh onpegenaeMmox
M3MEHEHUN B NerXxnx y GO0NbHBX MYKOBMCUNJO30OM BapbMpyeT OT PEe3KOBhb-—
PARXKEHHON [O He3HaunTenbHon, B pAge cnyvaep peHTreHorpamma bGnona
ZOCTATO4YHO MHQOPMATWUBHOM, 4H4TOOH 3ANOLO3PUTL MYKOBUCUKHZO3, AnbO
nogTBEPgNTE €ro, B gpyrux we Cayvasx €e Henb3as 6uao OTAMYNTL OT
penHTrenorpammu SonbHoro ¢ XH3/ n penTreHonorunueckoe ob6cnegoBaHue
HEe OKAa3HWBANO CYWeCTBEHHON NOMOWW B [NPPEPEHUNAADHOWN gUaTHOCTHKE
neroyHon natonormnn (B A KaptaBoBa ¢ coamBT., 1985).

Onpegenernnoe 3HAYEHNE MMeeT XapakTep MHeekTa: NPpH NHerunpoBa-—
HMW 3O0NOTUCTHM CTAONNOKOKKOM PEHTreHONOTUNEeCcKUne n3IMeHenna ounn
MeHee BupaXeHw (nNpw OgMHAKOBOM gaBHOCTK 3aboneBaHns), 4eM y H607b-—
HBX ¢ WHeerunen Ps.aeruginosa (Dietsch et al., 1989).

B uenom MOXHO CKa3aTb 06 OueHb NEecCTPON pPEeHTreHoNOoTrnHecKkon Kap-
THHE NPH MYKOBHCUWNZO3E, KOTOPaA 3aBUCHT OT BO3pacTa, CTeneHn Ta-
WECTH, Hanuuns OBCTPYKTHBHOTC CHHgPOMa, cCTagnn npouecca (obocTpe-
Hne-pemuccua) n gp. lpuMmenenne rammarpaounn nerknx obnapyixunbaer
nopaxenne pepxHux gonen y B1l¥% Gonwnwx (Tosao Sanchez et al.,1989).

Bpouxorpaenueckoe WCCNegOBARHNE NPM MYKOBACUUO3E BHABARET 3HA-
YATenbHbe PACNPOCTPAHEHHBE M3MEHEeHUR HPOHXWANBHOTO pepeBa C nopa-—
HeHneMm OpPOHXOB BCEeX WAN GONBWMHCTBA CETMEHTOB NO TUNy HPOHXUTA MU
OPOHXO3KTA30B, UWNHHIPUYECKUX 1 cmeﬁaunux, OgHO—~ W gBYCTOPOHHMX
(B.A,KaptaBoma ¢ coaBT,.,, 1987). Wuorga na 6ponxorpammax BHgHb pac-—
UMpeHHne HGPOHXUANbHRE Nene3n, BrCTYNnalnuwne B NPOCBET GPOHXA M HANO-

MUHawUre NYy3bpPbKW BO3gyXa HA GOHE& KOHTpPACTHOro BewmectBa (B HOpMe
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n npn XH3N 3Tn wene3m He Bugur) (B.A Taboauw c coaBT., 1986).

flpn GpoHxXOCKONMKM BLHABNAETCR NOBHUWEHHAR BA3IKOCTL MOKPOTH , ee
CTexnoBugHbuRn RapakTtep (32%), 06Typaumsa cexpeToM CEerMeHTapHEX MAK
gONEeBuX GPOHNOB, a TAKKe TakKOM CUMNTOM, Kak HaCNOEHME ceKkpeTa Ha
CTEeHKaX rnabBHuox BpoHxoB u Tpaxen (B A . Tepacun ¢ coaBT., 1987). VY
Bcex ZeTen OTMEYanWcb gUGPYSHHE BOCNANUTENbHHE M3IMEHEHHRA CANIUCTOMN
6ponxoB Yy 1/3 OHM CONMETANNCb C BHPAXEHHHM €e OTEeKOM M Yy HacTh
6onbHEX ¢ runeptpoenen (B.A Tonxenbepr, 1990). Ho pawuwm A.B bBor-
ganoBon ¢ coabBT, (1990) npecGnagawwunMm cuMnTOMOM 6BIO OTCYTCTBHE
cexpeTta B BugnMbx Gponxax, Becbma xapakxTepHo, no gaHHwMm C B Pauunn-
ckoro c¢ ;OaBT_ (1978), gna OPOHXOCKONWYECKON KAPTHHH MYKOBUCUMgZO-
3a Hanuune rHonHmexX "npoboxk", noranu3sywuwnxcs B O0BHNACTH TpaxeobBpoH-
XHANbHBX yrnoé, cCkaToB OMeyprxaunm Tpaxeum u Ha BH&TpeHHeh cTeHke
rnaBsHbX GPOHXOB W MUMEWUWX BMg NNOTHHX, BHBCTyNnawwinx Hag YPOBHEM
CNU3INCTON OKPYrNMboX THOMHBX O6pPa30oBaHWMi, HANOMUHAKUUKX THOMHBNH geT-
pPuT uan npobkn B MMUHgaAnNnHax NPM XpoHnWYeckom ToH3unnnute, lNlokannaa-
UMR n BUg 3TUR NpoHOK NO3BONANT NPEegnoONORUTbH, H4TO OHM NnpejxcTaBnNfA-
WT cobOoM CKONNEeHne BRA3KOro cexpeTa B pAaCWMNPEHHBX NPOoTOoKax SHpOHXH-—
anbHbX xenel, XapaktTep 3HJOOPOHXUTA N3IMEHRETCA C BO3IPAacToOMm 60nb-—-
HbX: y geTel PaHHEero BO3pacTa NO CPaBHEHUNW CO CTapWhMWU geTbMW BOC-—
NannTenbHHEe W3IMEHEHNA B OPOHXaX 6wIM MHTEeHCHnBHEEe, B CBR3IN C HEM y
HUX Hepegko OTMEeYanocCb KOHUEHTPMYECKOEe CyXeHHne npocBeTa TpPpaxeun u
KPYynHbBX OPONXROB B cuny HabyxaHua cran3uncton obonoudku,

OgHaxo, U3-3a BHPAMEHHON O6CTPYkuMn OGPOHXOB BLNONHEHNE GEPOHXO-—
CXONHW CONPARERO C CYWECTBEHHBM PHCKOM, ANATHOCTHHECKYH BPOHXOCKO-
UK HeoBXROZMMO BBNONHATbL B NEpPNOg PEMWCCUU NO CTPOTMM NOKA3AHUAM
(B.A.TaGonnn c coaeT.,1986; B.A KaptaBoBa c coaeT., 1987), a cana-
UNWOHHAR GPOHXOCKONNA MANOIPGEKTHBHA, OCOEEHHO NPHM CUHETHOMHON HH-

eexunn (N o . Komanesa ¢ coaBT,, 1991).

Hapymenue peonornn CexpeToB IKIOKPUHHHDX Xene3 eCTeCTBEeHHO 06}’C-
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NapnuBaeT NOPAXEHHE CAN3INCTON OCOONOHYKM NONOCTH HOCA M NPUgaTOYHBX

nasyx Hoca., Haubonee wacto, oT 20 go 95H% cry4aeB, OTMENAWTCR CHRY-
wte (P.W . Kanpawos, 1986; Guggenbicher, 1986; Palazzo et al., 1992;
Pardo et al., 1992). BecbMa HacTo y 6onbnux MyxoBucumgosom (6-45%)
oTMedaeTcs nonnno3 noca (H. A ApeebeBa ¢ coaBT.,1978; Cepero et al.,
1987; Brihay et al., 1992). Mo gawnwm K. Ropuyx (1988) nonunos noca
HACTO peunguBHpyeT, XOTR HHOTga NO HEOOGLARACHUMON NPUNUHE POCT NONAN-—
nos npuoctaHaBnaunbaeTck., M.Mastella et al. (1992) npuBOgAT gaHHwe O
Pa3BUTHH NapaHa3aNbHOM MYKOUENne, CONPOBOXZABUEWNCHA CUALRON HA3ANBHOMN
obcTpykunen, lipnbnnantensbrHo y 7-11% 6onbHmx OoTMevaeTcs 3aboneBaHue
yweit B Buge peungMBUPYWOIEro M XPOHUHECKOTO OTHTa, Ty6o-THMNanuTa
(Lucidi et al., 1992). Kpome Toro, W.Fritze et al., (1973) no gan-
HBM aygnomeTpunu obHapywnnan y 1/3 6onbHBX HapyweHune cnyxa, NPHYNHA
KOTOPOro cpA3aHa C NATONOTrM4HEcCKON cexpeunen CAu3in B eBCTaXNEeBOon
Tpy6e. Tem nHe meHnHee, OTONAPUHTONOIrMHECKUM ACNEKTaM MYKOBUCUHO3A
CO CTOPOHH MCCnezoBaTeNnen W NPakTHKYKWUNX Bpaven YRENAETCR MAno BHU-
MaHMR., B 4acTHOCTM, B nocnegHen MOHOTPAa®MK, NOCBRWEHHON CHHYNTAM Yy
reten (W, 71 Kpyunwnmnna ¢ coasT,, 1989), Myrosucumpgosy, kxak NnpuunHe
3aboneBaHnn HOCa M €Tr0 NPUIAaTO4HHBX Na3yX, BHUMAHNR YgeneHo He ©6buno,
flopaxenne cepgevHO-COCYIUCTON CUCTEMH NPU MYKOBUCUNgZO3e NpuBne-—
KaeT BHMMaHWe rnaBHBHM O06PAa30OM NOTOMY, HMTO OHO B 3HAYWUTENbHOM cTene-
HW BANMSAET HA NPOrHO3: Ha ayTONCHUMW NPU3IHAKMK NEeroy4HoOro cepgua BCTpe-
vawtca y 20-70%. Npu 3TOM B HavanbHBX CTaguax HONE3HM kxapguonaTng
MOXEeT NPOTEKAaTb KANHUYECKN MANOCHMNTOMHO, naTownauonorpwecxuM mexa-
HN3MOM NerovHoro cepgua aBnseTcs 06CTPYKUNRA BO3FYXOHOCHHX nyTen,
r'MNOBEHTUNAUNRA, KOTOPHE BegyT K APTEPNanbHOW rHNOKCEeMun,
Cepgevno-cocygncTan cucTeMa nNpegcTaBafeT Cco6ON GYHKUWOHANLHYWM
CNCTEeMy, KOHEYHBM Pe3ynbTaTOM gERTEeNbHOCTH KOTOpPOWN @BNReTca obec—
nevyeHne ypOBHR GYHKUWOHMPOBAHUA LUENOCTHOTO OPraHW3IMa, TO €CTb CHC-—

TeMa KpoBOOOpaMleHnf MOXRET paccMaTpuBaTbCHa Kak YHUBEpCanbHbN nH -~
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XaTOP afaNTaUMOHHOIN JEeATENbHOCTH OPraHmu3IMa (M.K. Ocrxonkosa, 1988).

N3meHeHne perynauun kpoBoOCpalleHitl OCYWEeCTBNAETCH 4epe3 HEPBHHH M
ryMOpPanbHEN KaHaNbk M NpejguecTByeT W3IMEHEHNMAM romeocTtas3a,. (COrnacHo
KOHUENUNWK JBYXKOHTYPHOW MOZENW PErynsunM puTMa cepgua, CO3gaHHOM
P.M.bBbaeBckuM, nocnegHuim COCTOMT M3 UEHTPEABLHOTO W ABTOHOMHOTO KOH-
TYPOB, XapakTepUCTHKY KOTOPbX 0OEeCcnevnBaeT MaTEeMaTHYECKHUN aHanus
100 kapagnounknoes - MeTog kxapgnowHTepBanorpaenn (KWI). NpumenHenne
meToga KWI B negnaTpuueckon NpakTHMKE NOxKa3aNo €ro BHCOKYN MHOOPMa-—
THBHOCTL (M. B . Topbynoma ¢ coamT,,1986; W.IM.Boponuos ¢ coaBT.,1988;
. W Npoxoposa, 1991; Tokuyama et al., 1985).

B xnunnxe Myxoaucuﬂgoaa CUMNTOMHE CEepgevYHOM HEegOCTATOHMHOCTH MACKU—
pPywTCH® npu3HakaMu NerovYHOWM nartonorunn, TOHb cepgla MOryT HwIb 0Cnab-—
nennnmn, 11 Tow Hag nerownon aprepuen ycunnen. llpuaHakamu cepgeyHHON
HegOCTATONHOCTH ABNANTCH OfbBWKA, NYNbCAUNR WENHBX BEH, yBeIHHEHUEe
nevenn, Namenennsa IKI 4acTo HEe MHOOPMARTHBHH, TaKk Kak pa3BuBavweecs
onnospémenno yTonueHue Muoxapjza 06OWX XenyjoONKOB HUBENUPYET NpuU3Ha-
KW runepTpoenn, XxoTopam Yy B66% oTMevwanack CO CTOPOHB NPABOTO XEenygou-—
ka2 n y 33% npaBoro npegcepgua; B gPYr#X Cnyyasax 6wna runepTpooun ne-
BOro wenygouka n y 10% 6onbnox oTMeuanacb nopmanbhas 3KF (M, K, Ocxon-
koBa ¢ ceasT., 1932; H.A bBenoxowb ¢ coam7,, 1987; Stern et al., 1980).

Npobegennoe C, B PaunHckum ¢ coasT, (1990) kxnnunko-eyHxunonanoune
MCCNepoBaHNA B KAaTAMHE3E€ NO3BONUAM BHABUTbL KPUTEPHU ZMATHOCTHKMN XpOo-—
HUYEeCcCKOro NeroYHoro ceppua Ha Pa3HbBX 3TANaX €ro GOPMHPOBAHHRA:

1.0opMupyrnumeecsa neroyHoe cepgue — yMEPEHHA®A JUNARTAUMRA NONOCTH
NPARBOTO MENYjpONKa; HEPe3Xo BupaxeHHOoe yMmenbuenne Pal2; BenTunaun-
oHHan HegocTaTtoqnocTb II-II1 crenenn,

2.CoopMHpOBaRHROE NEroYH0e ceppue — BBPAXEHHAA FNNATAUMA NONOGC—

TW NPaBOTO XKENYpOqKa; YyMEpEeHHAs THNePTPO®MR €ro MUOKAPLA; CHUKEHUEe

PaD2; BenTunaunonnan nHegoctatounocTb II1I-IV crenenwn,

3.REKOMNEHCNPOBAHHOE NETrOMHOE cepgue - gMNAATAUMSA NPABOTrO Xeny-—
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govka; pe3xoe cHuxenne Pab2; nosubwenne FPaCO2,

NNpogOMMUTENBEHOCTL HN3HN DONbHBX C MOMEHTA BHSABASHUR] gUITATARUNM
cepgua cocTaBnAnla B cpegHeM § Mmec, llpu 3TOM NPOgONKNTENLBHOCTbL XU3—
KW Manb4nkoB Guna Bwwe, 4eM y gebouverk (p<005). llevenne rankoangamu
HE NOKa3ano 3HANUTENbHOW Pa3HUUB B NPOJONNUTENLHOCTU WMU3HWM NO CpabB-
HEHUW C HEeNnoONy4aBWHWMW TANXKO3nga GonbhbMKu (Stern et al., 1980).

B nocneghne rogb B neveHun GONbHHX CEpgevYHO—COCY MCTHMM 3abone-
BaHMAMU NPHMEHAETCRA HOBHMW KNARCC NPEenapaToB — AHTATOHUCTOB Kanbune-—
BHX KAHANOB, NOgABNANWMUX UHONKOKC KANbUNSA B knetxky. Kak yxa3wmBanochb
BHlWle TpaHCMEeMOPAaHHBN NEepeHoC KalbUWA U ero HaKONJIeHue B unTtolone
NrpaeT BamMHYW pPONb B NATOWN3INONOTUKR MyKoBUCUMgOo3a, B cBasn ¢ 371um
BN NPepgnNPUHATHE NONBTKN HCNONbL3OBAHURA B NEHEHUN MYKOBMCUMLO3& MNH-—
rnénposanng BHYTPHETTETO4YHON MO6EMAM3aunun kanbuna, BmecTte ¢ Tem aH-
TATOHNCTH KaNbUMR NPegOTBPAWANT NerovNHyw BRIOKOHCTPUKUWNN B OTBEeT
Ha TUNOKCUI, CHUNAKNT [ABNEHWE B NEro“HON APTEPUN, OKA3BBAWT AHTH-
arperanNTHoe gencTBuE Yepe3d yrhertenne obpasobanna Tpomboxcana AZ,
BH3BAHHOr0 3HIOreHHON apaxXMgoHOBOW kucnoton (H, A Denoxonb ¢ coasT

1987; K.MN_ JMaxun ¢ coabBT. 1987; A.% . WBnesa ¢ coarT., 1989). Hexo-

’
TOpPHWE aBTOPW OTMETWUAN NONOMUTENbHOE BIWAHME HUOEZUNUKHA Ha Kapgno-
pecnupaTopHy®n @yHKUWKR y Gonbnbx myrkoBucungosom (Hussein et al.,

1988; Gotz et al., 1989; Bastigkeit, 1991).

TaxecTb KapagnopecnnpaToOpRoOro cunhagpoma npu M}’XOBHC‘UHJOBQ Koppe-

NTNPYeT CO CHMUMEHMEM HACHWEHHOCTH remMornobuHa KMCNOpPoOgOM — gecaTy-
paunen remornoébuna (Francis et al., 1980). Rannon meTog — onpege-
nenne ypoBHA caTypauun remornobuna (S5a02) - norasan ceba Takxe

BE&CbMa HAgEXHBM CROCOGOM NONYHEHWA JONONHUTENBHOW .MHYOPMAUNK NpK
KOHNTPONEe O6bYHHMX WM(nau) TPeEHNnpYUNX Harpysok (Brand et al., 1992).
Y 6OnbHBX MYyKOBHCUMJO3OM, Kak geTen Tak n B3pPOCHAnX, B TeveHune
HOYHOTO CHa NPOMCROZNT fEeCATYPAUNRA TeMornodbuua, 4TO ABARACTCH OgHUM

3 ¢axTopoB pa3aBuTna nerovnoro cepgua (Francis et al., 1980; Pond
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et al., 1992,1993). Npegnaraemue 60nNbHUM CYENOPOTOBHE W HagNOPOT O—

BHE OU3IHHECKNEe HATrpy3Kn NPUBOJNAK K CYWECTBEHHOR gecaTypauun (An-
derberg et al.,1992; DeWolff et al.,1992). Npu 3ToM npumMenenue go-
NONHUTENBHON OKCUTEHAUNN U GPOHXOZUNATATOPOB OKA3IMBANO NPOTEKTUB-—
Hoe gewncTtBne Ha catypaunw (D Arcy et al.,1992; Ballmann et al.,1993)

BmecTte ¢ Tem uayvenne 3202 nokalano NpamMyn KOpPpensunw C CoOMaTu-
HeCKUMH NOKA3IATENAMH N HEe BHABUNO TAKOBOW C HEgOCTATOYHOCTDLI NOgke-—
NYRO4HOM Henesb, CNUPOrpPadMyecKkUMU NapaMeTpamMit, BAIKOCTbLKN NNA3ML,
uMMyHonorunieckumun tectamnm (Perino et al., 1992; Pond et al., 1992).
B cBOW ovepepb CcTeneHb BHPAXKEHHOCTN HW3MEHEHWN on3InvYeckon paboTocno-
cobHocTn koppenunpyeT ¢ Mmaccon Tena (Gunzel et al., 1987). C npakTu-
HeCcKkOon TOYKW 3IPEeHHn 3T Pe3yloTaTh NO3BONAKT CgenaTh BHBOg O TOM,
HTO KOHTPONUPYEMAR ON3INHECKAR HArPy3Ka NOKA3aHa gake 6O0AbHHM C Ta-
HensM TevyeHnem MyKoBuCcuugo3a, TeMm Gonee, H4TO NPW 3TOM 3HAUYUTENbLHO
ynyvwaetrcs gpeHam 6ponuxoB, Y HexoTOopuwx HonbHbBX eu3unveckan pabortocno-
COBHOCTE MOMET COXPAHATbCR Ha JOCTATOYHO BHWCOKkOM YpoBHe, B wacThHoC-
TW, B nntepaType coobwanocb 06 YyCnewHOM OKOHYAHWUN Hera Ha MapavoHC-
Kyw gncTanuuniw GonbHuM MykoBucungosom (Stanghelle et al., 1983).

Knnnnueckyw xapTunHy NOPAXEHNA] MenypoMHO—KNWEeYHOTrOo TpakTa npn
MYKOBUCUM O3 E ONPefenfaeT M3IMEHEHNE oN3INKO-XUMUYECKOro COoCTaBa CekK-
pPeToB NHUEBAPUTENLHBRX HeNe3 U CBR3AHHHW C FITUM CHHIPOM ManbabcopbH—
UMY N MANbgUTECTHY .

Y 6onbHBX B NATONOTUHMECKHH NPOUECC BOBNEKAWTCH CNHOHHHE Xenesn,
cpegn XOTOPHX ,KaK M3BECTHO, UMENTCR crnunieobpasywwne n Hecanieodb-
pa3ypoune, Bonpoc TOT MANO M3YHeH, HC NpepcTaBiaReT GONLWON MHTEe-
pPec, Tak Kak CHNHOHHbE Xene3ib KaKk Xene3db 3K30KPHMHHOWM cexpeunu aHa-
TOMHYECKM N OYHKLRWOHANBHO PAcNONATANTCA NEPBLHMU B UENOHKE YyTuUaun-
3aunn numun, B népsyw ovepegb GHNO OTMENEHO YBEnMHEeRMe B MYyTHOW He-
PACTBOPNMMOMW opPakUNK CAHNHB COREPHAHNA KANbURA W GOCOATOB, Npeunnu-

TUPOBaAHHHX K&NbUWEM, XnopugoB n obwero asoTa,
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B cexpeTax cnwHHbX Renei, Kaxk n B gpyrux ononorunideck ux XU K OC—

TAX NPH MYXoBHCUMgO3e, 6uN ODHapyXeH @akTOp, yrHetawuwun peabcopb-
UMO HATPWUA B OKONOYWHOM Nene3e KPHCh M NpejpcTaBAfLUHN COEon ycTton-—
YnBOE OCHOBHOE Makpomonerynaphoe BewecTso (N, Awpang, 1986). Wmew-
WUHCA B CAOHE ¥ NOTE dAKTOP ABASAETCA O4MEBULHO, HOPManbHOM cy6cTan—-
unen, cCexpeTHpywieNcs B HEROPMaNnbHHX KONMHMECTBAaxX NPU MYKOBHUCUUZO-—
3e, Cnwna 60AbHBAN OBPATUMO TOPMO3MT 3NUTEANANBHEN TPAHCNOPT HAT~—
PHSR, OCYWECTBRNAKNWUHCA Hepe3 aMUNOPna4YBCTBUTENbHYHW TPAHCNOPTHYW
cuctemy. llpr amMnnopuagHevyBCTBUTENLHOM TPAaHCNOPTE HaTpneBas atcopbH-
uns He topmoanrtca (Will et al., 1980). Hapsagy ¢ 3Tum npoTeasHasn
aKTHBHOCTb crwHn buna pe3xo cunmxena (Kittang et al., 1986).

KocBennuom nposBneHveM KNMWEHHOTO CHHgPOMa SABNRAETCHA CHUXEHHE Mac-—
cCb Tena, nNpuveM TeM IHaANNTeNbHee, 4eM HUXEe YPOBEHb MHTECTHUHANbHBX
oepMeHTOoB, XapakTepHbM A8 MYKOBNCUM[O3A MOXHO CHMTaTh pa3BuTue
FUNOTPOPUN HA @GOHE HOPMANbHOIO MAKW gaXRe NOBLHWEHHOro anneTuta. AaH-
Hoe HabnwgeHne MoxeT &HTb NOAE3IHBM NPUW NPOBEJEHNUN [NOOEPEHUNANTbHOW
AMATHOCTUKN C gPYTNUMK SHTEpOnaTHamu,

OgHuM M3 OTNpPaBHbBXN CUMRTOMOB KWUWEYHOT O CHUHgZpOMa NPH MYKOBHCUU-
AO3e ABnNRAeTCcs Hapyuwedne cTyna, Hanbonee xapakxTepHbM CHHMTAETCHA MUP~-

HoM, O6WAbLHBLYW, 371OBOHHBN, 3aMa3koobpa3Huit CEeporo useTa cTyn, Becwk-

)
Ma HenPMHTHHﬁ Janax Mcnpamnenuﬁ cCBR3IA&H C NpuUucyTCcTBHNEM NPORYKTOB
pacnaga 6enkoB W nopon 6EHBAET HENepeHOCHM gPpYTruMHU uHneHamn cembn, B
MOMEHT gWATHOCTHKM MyKOBWCUHgO3a CTeaTopes 6ona obnapywena y 387,5%,
a aszoTucTtue notepn y 79,1% 6onbuwx (Ramos Gracia et al. 1988).
SHauuTenonan cTeaTopens nNpoaBnReTCsR noaBIeHueM HA neneHKxax wu
benbe TPYRHO OTCTHPOBASMEBX NATEH, NANOXMM CMbBaHneM Kana CO CTEeHOok
Fopuwka nunn rgaxe BUAMMBDX HA& TIna3 Kanenex xupa, Cxonnexnne BR3KOTO
Xnenkoro cexpeTa weneld KpuwevHnKka KW Xopouwee Bcacubanune BOgb npnBO-—

AAT K YNNOTHEHNN KANOBBX Macc »n onpegenawnT y 4HacTu 60MbHBX CKAOH-—

HOCTb k 3anopaM MAn, HTO 6GuBaeT Hame, O0CO6EHHO Yy GONbHHX CTAapwWHX
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e/
BO3pPaCTHHX rpynn, 4YepegoOBHRI 3anopoB #u HeyCTOﬁ‘-IHBOFO CTyna, ncuHe-—

JapWUX CAMOCTOATENbHO, HO, Kak NPaBUiO, NOBTOPRWIUMUXCH BHOBL.

BecnegcTBHe TakMX HAPYWEHWNH JEeQEeKauMKn, a Takxe MeTeoOpu3IMa, CHu-
HEHNA TOHYCA MyCKYAaTypo NPOMEXHOCTH, MOryT BO3IHMKATh BTOPUYHBDE
aHOpexTallbHHe OCNOMHEHHSA: AHANbHHE TPEeWWHn W BhNageHNne NPpAMON K M-
kn (Zempsky et al., 1988).

Bocoxuh ypoBeHb CTeaTopen CoveTaeTcs C HOPManAbHRMH NOKka3aTens-
MW BCACbBaHMA d—KCHAO3bB N OTCYTCTBMEM TpPYGHX H3IMEHEHuUNn penbeoda
CAN3INCTON N MOTOpnKkn TOHKOM Kknwku (H E CazanoBa ¢ coasT., 1982).

Y Bcex 6GO0AbHHBX MYKOBUCUMZO3OM C KHUWEHYHHM CUHZPOMOM ONpegennaeTcs
ACCOUNNPOBANHBR gNCHBAKTEPNO3 KHMWEeYHHNKA B COHETAHMH C HMIKOM AKTHB-—
HOCTbLI B3HTEPOKMHA3bL ¥ P B xane, HTO yKka3nBaeT HA HapYuWeHne CHHTe-
3a ¢epMmeHTOB B TOnKOW kxnwxe (A A Dapanos ¢ coasT., 1986).

Kax npaBnno, gucTpoeons nNpu MYKOBUCUMZO3E CONPOBONJAETCHR Pa3nny-
HoMW NPORABREHNWAMW NOANTUNOBUTAMMUHO3A, B OCHOBHOM WNPOPACTBOPHMBX
BuTamuHoB, No ganuom M A dageebon (1984) y 25% 6o0nbHbBx ¢ TaxenoMm
TeyeHneM KHWevHOT o CHMHIPOMa Pa3BUBAETCH BTOPHUYHAR UENHAKNA] H gu—
caxapuga3Han HegoOCTATOYHOCTDL,

He6e3wHTepecHO, 4TO Ha OCHOBaKMKN 06CNEegOBaAHUR] C NPpUMEHEeHueMm
pH-MeTpuu, numeBOgHON MAHOMETPUM, CUNHTUTPad®UM NOHMTH Y NONOBUHB
GONbHEX JHMATHOCTNPOBAH TaCTPO-330¢aralbHboi PEOANKC # 3300aruT
(Feigelson et al., 1987).

PenTreHonornuecroe nNCccrnepoBaHne BLHABAAET CKONnenwne ra3ia B neT-—
NAX TOHKOM KWWKW, THNOTOHMKW W THUNOMOTOPHYW LZUCKMHE3INNW B Pa3NUYHHBX

oTgenax, CKONNEeHne CAn3n B NPOCBETAX KWMWKW, WHOrga "3amouBawunn’
penbee W cknagkm cnan3ncrton obonoxku, Penbeo 12-nepcTHOM XWWKM rpy-—
Gon, GecnupAgovHbDil, PeXe AYNENCTHI, B BuUge COT, 3aNONHEHHHX CNN3bN,
KUCTO3HbI NHEBMATO3 TONCTHX KWIWOK, H3LA3BJAEHNE TOHKOrO KMWEeHHMnKa

(A.A BapanoB c coasT,., 1986).

NopaxeHnne TaxOTro XKPYNHOTO 3K3O0KPUHHOTO OPrana Kak NeveHn y
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6ONbHBX MYKOBHCLNWIO30M BCTPEqaeTCA fOCTaTOMHO HACTO, NPUYEM KAMHN—

Heckue NPORBNEHNA MOTYT OOHAPYWMBRTLCR YXKEe B HEOHaTalNbHOM nepuoge,
B HYa2CTHOCTH NPOABUTLCH PETEHULNOHHOR MENTYXOI, HE CBR3aHHOM C PpaH-
HUM NOPAKEHMEM NapeHrXuMu (Popa et al., 1985; Ciofu et al., 1989).
W.Perkins et al. (1985) B cryvaax pa3BHTHA HEOHATANbHON MERATYxU 06—
HapyXHn AHATOMUHECKME NPU3IHAKW BHYTPW- M BHENEYEHOHHOM 3aKynOpKu
HEeNUHbX XogoB., fIpn 3TOM SIBAEHURA MEXaHUYECKOW MEeNTYXun y GONbHEBRX He-
pPegko npoxogaT caMmMocTosRTenbHo. DonbwuHcTBO ABTOPOB nNpugepxuBaercs
TOM TONYKW 3PeHNa, 4Y4TO renatonaTHa NP MYROBUCUMZO3E SBARETCH NO-—
pPOXgEHrEeM XapakTEepHOro gna 3TON HONE3HN CUCTEMHOI O NPOABAEHUA, TO
ecTh nMeeT XonecTaTunyecknin Mexanunsm (Lesbros, 1983; Strandvik et
al., 1992; Waters et al., 1992; Nousia-Arvanitakis et al., 1993).
Mexann3am xonecTaTnNyecrkoro CMHZPOMa NPNU MYKOBUCUMZO3E KOMNAEKCHHM ¥
HE& COBCEM AcCHuWi, B 6onee cTapweM BO3IpacTe NOPaXEeHWEe NEeHeHN oTMeva-—
etrca y 50% Gonbrux, B TOM uncne unppo3 nevenn y 10% (Feigelson et
al., 1985). B cBSA3M € 3TuM nNpegnaraeTchl NPOBOgUTbL TMATENbHOE Knk-—
HUKO-NapakAnHniecroe obcnegoBanne GONbHHBX MYKOBMCUNJO30M B LENAaxr
BUABNEHHA Yy HUX HAPYWEHWUNM GYHKUMH NEHEHW HA PAHHMX 3ITANax, 4TO MO-
KEeT npegynpegnTh HANW OTCPOMNTEL PARIBUTHE TANENHX NOPaAXEeHUn,

Kax BUZHO M3 3HANN3A NUTEPRTYPh WIMEHEHWR B NEYEeHW NPU MyKOBUC-
U go3e BCTPEHAWTCA gOCTATOHMHO HAcCTO, 3TO MOXHO OBLACHUTL MHOT006-—
pa3neM naTOON3NONOTUMECKHX MEXaHW3IMOB NOPAXEHMA gaHHOTO OpraHa,

To me caMoe MOXHO ckxa3aTb W B OTHOWEHWW JPYTWX OPraHOB MeNygO4HHO-
KMWevyHoro TpakTa. XapakTep NOPakeHHa W UX HAaCTOTY MAANCTPUPYET
Tabanrua 1.1.

WaBecTho, uT0 -~eveTonpoTenn (AQN) aBnAeTcs OCHOBHBM 6enKkOM ue-—
nobeveck o 3IMOPUOHANLHON CHBOPOTKN M CHHTE3INPYETCA B NEYEHM HAYH-~
Haa ¢ I1 TpumecTpa HepemenHHoCTn. B npenaTanbHOM nepnoge OH BHNON-
HAeT aeyHruun anvbymnna., CneunonvnocTto AQN xax Mapkepa paga onyxo-

nen, B TOM HNCNEe pPaKka NOAKENYROHHOM Wene3n, He Bu3WBaeT COMHERWS

’
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W NpPH 3TOM NOBHUWEHNWE €r0 KOHUEHTPAUWM RBNRETCH OTPAMEHUEM OBWEeHNO—

NOrvyecKkon 3aKOHOMEPHOCTH KNETOHHOW Nponndepauun (A.Yoppg ¢ coasnBT. ,

1981; B.M NMupownuros ¢ coasT., 1988; Nojima ét al., 1992). CpaBHu-

TENbHOE NCCNepoBaHMe AayTONCHHHOTO MaTepunana nogMenygovHOM xenelw
Tabnanua 1.1.

YacToTa HapyweHun nNHueBapUTENLHON CHCTeMma

(no Gottschalk et al., 1992)

OPT AH HAPYWEHWE HYACTOTA
Nogxenypgovunan CHuxerne ypoBHENn ¢epMeHTOB 90%
wenesa Caxaphun graber 1-2%
fevenb n xenuHbn On6po3 neveun 15%
ny3npb liInppo3 nevenn 2%

YMEHbIEeHNEe KEeNHHOT O Ny3ups 54%
KaMhu menuHoro nysuwps 16%
Knwewnnk MexonnanoHbn nneyc 10%
2Kk BUBANEHT MEKOMHANBbHOTO HNeyca 5%
Bunagenne npaMon K HHKMK 22%

noxasano Hannine AQI B npoTokxax xene3w y GONBHBX MYXOBHCUNZO3IOM U
€ro OTCYTCTBHE Y NAUNEHTOB C XPOHMHECKUM NAHKPEaTHTOM,

W3ywenne pacxoga 3HEepruu B noxoe y 6onbHwx oT 8 go 35 net noka-
3an0 ero noBRWEHHE, KOPPENNPOBABUWEE CO CHUXKEHNEM QYHKLUMN NerKnx u
ypoBHeM xupa Tena (Puc,1.6.). YpoBeHb 3HEPro3aTpaTt y HONbHBX COC-—
TaBnn 876-950 xxan no cpaBrennw ¢ 758 xxan B XOHTPOAbHOW Tpynne
3g0pPOBHX, TO €cTb B cpegHem na 25% bbwe, CnegoBaTenbHo, nNporpeccu-
pywwee 3aboneBaHNne NErKnx NPH MYKOBUCUNLO3E€ BL3IWBaEeT yBenuienne
noTpe6HOCTH B 3IHEPrnn, nocnegHee B CBON O4Yepesb BAMAET Ha COCTOR-
Hne nutannsa (Vaisman et al., 1987; Shepherd et al..1988).

M3 yero me euwe cxnagbpaeTcf HapyweHnune HananHca 3IHeprun y 6onb-—
HBX MyxoBncumgosom ?

Nwboe 3abonepanne, KotTopoe NPUBOANT K PAIPYWERUD MW yTpaTe
6onbwen HacTM NAPEHXNMB NOZKENYgOHHONW henesw MoxeT 06yCnoBUTL
Pa3BuTne caxapuoro gunabeta, K Taxnm 3a60neBaHWaM OTHOCUTCH n MYKXO-—

Bucungoa, OTmeneHo, HMTO PUCK PAIBUTUR CaxapHoro guabeta y 6onbuwmx
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MykoBncurgosom B 10 pa3 Bwwe, veMm y 3gopobmx (Ax . llomak ¢ coaBT,
1989). Cornacro nocnegHNM gaHHBM MHCYNMHO3IABUCUMBI CaAXapPHHM ina-—
6eT oBHapywnBaeTca y 7% GONMbHBX MyKOBMCUMZO3OM (Kleinghammer et
Mykxobucungosom B 10 pas Bwwe, uem y sgopoBmux (Ax.fonax c coaBT, ,
1989). Cornacho nocnegHuM gaHHbBM uncynunoaaéncnmuh caxapHbBn gna-
6eT obHapymwnBaeTcs y 7% 6onbHux MmykoBucumngosom (Kleinghammer et
at., 1983; Finkelstein et al., 1988). Npu 3TOM HaNAn4Une CaXaPHOTO
rnabeTta CywecTBEHHO BAMANO Ha BHHMBAEMOCTb GONLHHX, & Hapyllenue
TONEPARTHOCTH KX YrnesogaM &8N0 CBR3AHO C NPOrpPEeCcCCHPYWUNM YRY fUERU—
€M KNIMHNHEeCKOro TeHeHWs OCHOBHOTO 3aboneBaHna, AEUUUNUT WMHCYAWMHa -
eme ogHO MeTabonmuvyeckoe OCNOMHEHMEe y 33TUX 6OnbHbx, W 6e3 Toro
CTpagawiiMX M3—-3a HEJOCTATONMHOTO NUTAHURA,

YxazaHune M3MEHEeHM] Mb NPUBEnn eue N noTOoMy, 4TOoEn NOF4EPKHYTh
TeCHenuWwyrR CBA3b 3K30—- M IRJOCEKPEeuUNn rak B HOpMe, Tak M NPH Takon
naToOnNOrnn, Kakown ABARETCR MyKOBUCUM O3 .

Apyrnm BaMHBM aCNEeKTOM MeTabONMMHECKUXK OCTOKHEHWH MYXOBHUCUMZO3A
ABAAETCR HAPYWEHNE OYHRKUMOHANBHOW [EATERLHOCTH WHTOBUZHON Xenelwo.
MHTepec x H3yuveHunw ee oyHkuMn O0OYyCnoBnREH eme n TeM 06CToRTenBCT—
BOM, HTO NOPAXEHNE Hene3 WenygoHHO-KHWWEHHOTO TPakTa MOXET npuBoO-
ENTb kK 6EnXKOBO—KaNnOPUWMHON HEROCTATOHYHOCTH, NOCKOAbBKY HegonocTynne-
HNe ¢EepMeHTOB NOogXEenypoOHHOWN wene3sn obycnaBnunBaeT HepoCTaTOMHOE YyC-
BOoeHMne nuueppx BewecTb, [Ipn 6enkxoBO-KANOPUNHON HEFOCTATOHHOCTMU B
OpPralHn3me OTMEHawTCH ONpegeNeHRue U3IMEeHEeHNs YPOBHEeW TOPMOHOB WHTO-
BULHOWN Xene3b: CHNRAETCR ypobeHb T3 npn yBennuenun obpatumoro T3
n T4 (Pegepman c coaBT., 1982). Y H60onbHEX C XpoHnueckuMmn 3abonebBa-
HUAMU neveHn B nepunog OBOCTPEHMR] HABNWIAETCRA CHUXEHHME KOHUERTPpaunmn
T3, Ho B NPOTMBRONONCKHOCTb BGONBWHHCTBY JPYrnxXx CHCTEMHuX 3abonesa-—
Huin - yBennuenne TCI npun HOopManbHOM cogepwaHun T4 n HU3IKOM yposue

cBoboguoro T4, 3T gaHHBE NO3BONUAN NPEANONOXRUTb HANNYKE HMCTHHHOTO

runoTupeosa, nockonbky KoHueHTpauus TTT 6wla BO MHOrWX CAy4asx no-
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souwena. C ZPyrol CTOPOHB TMNOTHPEO3 MOXKET OBYCNOBMTH o6CcTpyxunw
BPOHXOB 3a CHEeT OTeKka CAM3NCTOM M M3IMeHeHns ToHyca (WM. ARemngos c
coasT., 1991). RanHpe OTHOCHTENbHO CBR3N YpPOBHEM TOPMOHOB WMTOBMUg—
HOM Mene3bn MU CTENEeHbW HACHLWEHWA OPraHMiIMa KHCIOPOZOM NPOTHUBOPEMM—
B, Tax, no gannbm I Manaxoson ¢ coaBT.(1991) YPOBEHb THPEOUgHBX
ropMoHOB KOppenupoBan ¢ notpetnennem xucnopogza, a 5.Gow et al.
(1987) 3aMeTHON KOPPEnaAUNK MeXgy HANPRKEHNEM Ta30B ApPTEPUANBLROMN
XPOBM M cCOjpgepwanHnem ropmoHoB (B ToMm Hucne u I'P, 01, @©Cr, N u Tec-
TOCTEpOoHAa) HE BLABUIHK,

CxogHHEe H3IMEHEHMA, TO €CTb TEeHLEHUNS K TUNOTHPEo3y, 6bunAM BLAB-
NeHo W NP U3YHMEeHNN THPEONJHHX TOPMOHOB Yy HONbHBA MYKOBHCUWIO3OM
(Madoff, 1968; Segall-Blank et al., 1931).

OgHnuM M3 JONONHUTENbHHX MEXRHN3IMOB YKAR3AHHOT O HAPYWEHMA OYHKUMH
WHTOBUZHON Kene3w BNNOTb g0 Pa3BnNTHa 306a MOMET ABNATbHCH NPOJONKM-—
TenbHan Tepanna npenapaTamMu HOga, NOCKONAbKY HONbHHE HYKJAWTCR B
ETNTENbHOM NPUMEHEHNN MYXxoaunTnuecknx cpegcts (Dolan et al., 1971),
X0TQ B HACTORWEEe BpeMa paclWlnpenne aCCOPTHUMEHTA MYKONMTHUKOB NO3BO-
nnwno orxaaaT;cn OT MOHOTEpannun NogNCTHMH NpenapaTamu,

UccnegoBauna, NOCBRWMEHHHE U3IYHEHWI NONOBHX M gPYTWX TOPMOHOB
noxa euwe HemuHorouncnenuo., J.Nikiforuk et al. (1971) 3aenxcuposanu
nonnkennwn, a $.Bedford et al. (1992) HopManbHvl CHBOPOTOYHBW NPO-
Wb TOPMOHA POCTa Y GONbHBX MYKOBUCUMZO3OM,

K ropﬁony pocTa CTPYKTYPHO &ansor nponaxtun (IIN), cexpeuns
KOTOPHX BH3LBAETCH APPEPEHTHHMM HEPBHLHMW CUTHANaMn, A0 HegaBHe-

TO BpeMmedn 6un6 npuHaTo paccmaTtpusBats I nuwb Kak OCHOBHOW CTUMYy-
NATOP Cexpeummn MONOKa HAK Kak PerynaTop PeuenTopoB aHQPOreHOB B
TKAHAX NPOCTATH M CEMEHHBX NY3BPbKOB y MyX4inH, WU3BEeCTHb gaHHbe 0
Pa3BUTUN® NPONAKTHHEMUU NpH nNepneepuveckoMm runoTupeose (Skuor et
al.,1987). Kpome Toro, 6wno obHapymxeHo, 410 N/l unrubupyertr apaxmgo-

HoByw kmncnoty (Kruger et al., 1992).B psage nssmuux 3xcnepuMenTOB M
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KANHUHECKUX NCCNEegOBaHUN PRy aBTOPOB YganoCb YCTaHOBWTE ponb N,
OKa3bBaANWEro CyuwecTBEHHOE BINAHWE HA KOHUEHTPAUWKW SNEeKTPOANTOB NOo-
Ta (Robertson et al., 1992; Wiersbitzky et al., 1992).

CoobmaeTcas M O HOPMaNbHOM COgepXaHum TecToCTepoHa, ®ONANKYN-—
cTuMmynupywmero (OCr) » nwTennsupywmero ropmoror () u geonunte
PCTPOTEHOB # HAPYUWEeHUN WX GUIUONOTUHECKWX D0PEeKTOB y 6O0NbHHX
cTapuwnx Bo3pacTHwA rpynn (Handwerger, 1969; Steat et al., 1987).

B wacTthocTn, E.Welman et al. (1990) noxasanum, 4TO CHMUNEHME XHDOB
Tena accouunpoBanoch C HW3KWUM YPOBHEM 3CTPOreHOB,

Hapywexne abcopbumm Xxanbuusa npuw MYXOBACUMZO3€ NPHBOANT K OT-—
puyaTenbHoOMy ero banancy, HTO OonpegenfeT HapyweHne oYHKUMU na-—
PaWMTOBU gHON Keneawm: e€e runoeynkunw (M. A4 Ctygzenunxun c coasT,
1977).

W3pecTHO, 4TO Bhgenenne HaATPHR M XNOpPa HACTHYHO peryaunpyertcs
anbgoOCTEpOHOM, NPKM HEZOCTATKE KOTOPOro NPOMCROAWT 3HAYNTEnbHas NOo-
Teps conei C noTom, Opnako, n3yuenne pPeHWH-aHTHOTEH3IUH-ANbROCTEPO-—
HOBOM CHCTEeMb NnokKa3ano, HT; npu MyxoBuUCUMO3€ KOHUEHTPAUMR HATPHSA
MW Xnopa B NOTE& HE CcBR3aHa C HEegOCTATKOM SHROr€HHOr O anbgOCTEpOHA,
HanpoTHB y 6O0MbHBX KOHUEHTPaUWRA anbgOCTEepPOHa B KPOBWM W CAKHE NOBH-—
wanacb (Fergusson et al., 1986). OTmeueno Takxe yBennuenne peHnha,
HO peaxunmsa ero Ha U3IMEeHEeHNne NONOXEeHuna Tena bwna HopManbHon, KoHc-
TaTauua ®akTa BTOPUYHOTrO runepanbgOCTEpPOHH3IMA OOBbLACHAETCA KAk aga-
NTaunm| Kk NOBHWEHHON NOTEepe HAaTPMR C NOTOM, BesYWaR K YMEHbWEHWNW
obbema sKcTpauennwonaprHon xugkoctn (B A Tabonun ¢ coast., 1974),

B oTBeT Ha nporpeccnpoBaHMEe CKNEPOTUHMECKUX ITPOUECCOB B NEero4noMn
TKahn Yy GOAbHBX MYKOBHCUMZO3IOM Buﬁaneuu.npnsuaxu BHCOKOWN AKTHBHOC—
T EMOoCHHTE3a KOPTHKOCTEPOMZOB W HAPYWEHWA CYTOHHOTO PUTMa 3KCKpe-

U, KoTopbwe He HOPMann3ywTca B nepuog pemuccun (O.F. Ayxapckun,

1974). O6napyweHnne cHuxenns KoHuentpauuu AKTT paccMaTpuBaeTCcq Kkak

CnepcTBNE TOPMOKEHMA RLPEHOKOPTUKOTPONHOR GYHKUMW TUNO®GM3A NO APUH-
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uMny O6GPATHOWN OTPWUATENbLHOM CBS3W C NOBHWEHHON XKOHUEHTpPpauunen rawko-—
xopTuxongos (E.B.Cepega c coaBT., 1984). Ognaxo, Y HexoTopux 6onb-
HEX MOMEeT SHTb M I'HNOdYHKUMR Hagnouevnuxoe (M, A Qageeba, 1984).

Takxnm O6pPa3OM, CHCTEMHOE NOPAMEHNE 3K30KPHUHHBX Xemes opraHuima
nNpH MYKOBMCUMZO3E& BH3bBAET 3HAUNTENbHHE CONEANEHHHE W3IMEHEHNA IH-—
ZOKPHHRBX mene3., DgHakO OHM HOCAT, Kak NPaBUIO, BTOPWUMHBMR, agan-
THBHHW xapakTep, onpegenseMoh &ENK0OBO-KaNOPHNHOW HELOCTATOYHOCTLN,
SNEeXTPONNTHHMA HAPYWEHHAMH H T g.

fifponcxogamee B nactonuwee BpeMA HAKONAEHWE gaAHHEX O KIHMHHUYECKHUX
0COBEHHOCTAX MYKOBMUCUMZO3a NPMBENO W NPOgONKIET NPUBOgUTbL kK Oonuca-—
HMI0 HOBHX CUMNTOMOB M CHHZPOMOB, BLXOZAWMX 32 NPUBHYHbBE pamin obue-
NPHHATHX ¢OopM 3aboneBannsa, 3TO AMWHWA pPa3 goxa3WwBaeT, Y4TO MYKOBUC-—
UM go3 ABNAETCHA BeCbMa NONNMOPOHBM B KAMHWHECKOM OTHOwewun 3abonemBa-—
Hnem, C TOMKNM 3PEHNRA GYHLAMEHTANDHOTO NOLXOZa 3TN HAPYWeHNUa gawT
3HAYNTENbHYND MHOOPMAUMK O NATOPUINONOTHHECKHUN MEeXaHN3IMaxX n B CBOW
oyepejgn NOMOTrawT COoCTaBMTb Eonee nonuoce npegcrtaBnenune 06 3Tom 3a-
6oneBannn, Ciga cnegyeT OTHECTHM NOPAXEHNEe ONOPHO-ZBUraTEenbHOro an-—
napaTta. XOopouwo M3IBECTHWMH NPUMEPaMn TakOro poga CAYXaT JfeeopMaumnn
KOHEYHbHX ¢anaHr nanbuee B Buge "Hapabanuwx nanouwex"”, CHUXeHne nnoT-
HOCTH KOCTEeW CBA3AaHO NPXM MYKOBMCUMJO3E€ C HAPYWEHUWEM BCAChBAaHNA,
XPOHUHECKNM MROEKUMOHHBM NPOUECCOM B OPraHaxX gbHXaHNa C pecnupatop-
HoM aungcoc3om (Gibbens et al., 1988). B wacTtHOCTH BepTebpannuan oc-
Teonenus Guna obHapymena y 14% Gonbuwx (DeSchepper et al.., 1993).

Hapagy ¢ 3Tum B ANTEpaType ONMCAHO HECKONbKO [ECATKOB Cnyvaes
THNEepTPoO®NHECcK Ot OCTEeoapTpPOonNaTn, NPH KOTOPON ROCTHHE H3IMEHEeHHs
BO3HHKRKOT B JAWHHBX TPYGHATHX KOCTAX, CHUMMETPURHO, Tze pa3BuBaeT-
CA BAacCKynapM30BAHHAR COEMHUTENbHAR TKaHb B ganbHenweM nNogBepraw-—

wanca xanounenxaunn (Athreya, 1975; Matthay et al., 1976). Apyrum
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OTHOCHTEABHO PEegKWUM NOpaXeHneM ONOPHO-ZBHTATENbHOrOo annapaTa npw
MYKOBHCUK fO3E& SRBAAETCH nonanapTpuT. HacToTa 3nusoguueckon apTpona-—

THHU Yy 3THX Bonunwz coctabnseT 7-8% (Taussig,1984; Bresnihan,1992).
1.4. BapnaHTw TeYeHMS MYKOBHCUMgO3A y NOZPQCTKOB M B3POCTHBX

B HacToRnuwee BpeMmMa yCNexu B M3YHEHNM W NE€YEeHHW MYKOBUCLMgO3a YXe
JOCTAaTOHHO om}Tnmu, RaHHbEe nMnTepaTypw NOCNegHNUX NEeT YyKa3uBawT SHCHO
Ha TO, 4TO 607TbHHE MOTYT gOXKMTb O WHOWECKOTO M CpejgHero BO3pacTa,
MW HTO CcAy4an CTepTHX NpoaBieHnn 3a60neBaHNsa BCNegCTBHE HegoCTaTOH-
HOW euwle OCBEeJOMIEHHOCTH BPaven rogaMu MOTYT OCTaBaTbCH Hepacnos3-
Hannomu, Muow 0 ToM, 4TO y GONbHBX MYyXKOBHCUMZO3OM BCErza NNOXOM
NporHo3, 4TO B Ccly4Hae gaXe Nnerxunx npospnennn 6one3snn 6onbrbEe pegko
BRKUBANT, OBAN JOBONMBHO NErxo NPUHRTH KaKk ®aKkT M CBUpeTEenbCTBOBAanNM
O MANoW MHOOPMHPOBAHHOCTH MEegMUMHCKONM O6WMEeCcCTBEeHHOCTH 06 3Ton 60—
ne3ann. DTO NONOXEHNEe B ONpegeNeHHON CTEeNeHW COXPAHAEeTCs M go Hac-—
ToRmero epemenn, HMewxgy TeM, yunTmBaf BO3POCWYH NPOJONKATENbHOCTDL
WMH3IHN, npobnema MyKoBMCUMLO3a CO BCEH AKTYANbHOCTbK BCTaeT nepex
cneunvanncTaMu, 3AHNMAWWHUMUCA BHYTPpeHHuMn Gonesnamn, W 3gecb Heob-
X0oguMO u3GewaTb gPYroh KPamHOCTH, KOTOpPas MOKET nojgcTeperaTtb Tepa-—
neBTa, ®OPMUPYSA MHEHNEe, HTO MYKOBUCUMgO3 HabnwgaeTca HewacTo M B
6onbwMHCTBE CBOEM NPOTEKAeT HACTONbKO NEerxo, HTO gHATHO3 He ygaeT-
C® nOCTaBNUTb BNNOTb JO NOgRPOCTKOBOroc bo3pacTa. OgHako B gencten-—
TENbHOCTHU gaXe Takne ¢OPMB HENb3A CHNUTATb NErKMMU, NOCKONbKY OHM
MOryT CNYXWTb HENOCpejCcTBEHHOW npuunnon cMeptn 6oabHoro (®.0cxn ¢
coasT,, 1981).

B 1985 rogy M.Gotz onpegenun MykoBnCcungo3 xax "HOBYW" gna Megn-—
UNHB B3poCnux HonesHb, XOoTa, Hanpumep, B 1983 r, B OPI 16,6% 6onb-
HbHX MYKOBMCUWLO3OM COCTaBNANH nhga ctapuwe 18 net. Cpegn B3pocaux

6O0NbHEX XKPOHWHECKkUM GPOHXMTOM MyXOBUCUMLO3 BCcTpenancs B 1 ,05% cny-
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yaep (U.C Tletpyxun, 1990). OnmT MHOrW® aBTOpPOB cBHpgeTenncTByeT o
BO3IMOXHOCTH HaNana KNWHHYECKUX NPORBNeHnn 3a60n€BaHMfA Yy B3IPOCTHX
(H.C ,Kazen ¢ coaBT,, 1978).

Y B3pocnnX 60nbHHX MOTYT nopamarbcnlnweue Opranb, HO Haunbonee
HACTBM K TAXEeNnuM SBNAETCA NOPAaXeHMe OPraHoB gHXaHU8, 3aTeM nuueba-
peHusa ¥, kpoMe TOro, MOTYT NPOABHTbBCR PA3IAUYHHE OCNOXHEHus, o06yc-—
noBNEHHBE gnNnTenbHbM Teuvenwnem Gonesnu (Hodson, 1989). R.Stern et
al. (1977) npopenn geTanbHOE MIYHEHHME MYyKOBUCUMLO3a y HonmbHoX 13-
35 neT w npuwan x BHBOgZY O HEOEXOLMMOCTM MMETb BBULY gaHRyk NaTo-
nornKw y NOgPOCTKOB M B3POCANX C ANUTENbHbBMK 3a60/eBaHMAMKU JETKUX
N KEenygoOMHO-XWWEeHYHOrO0 TpPpakTa, faXe ecnn ee CHUMNTOMb He 6unun obna-
PyXeHb B PaHHEM jJeTCKOM BO3pacTe,

B xnnnnuwecxon rapTuHe "B3pocnoro” MYk OoBUCUMgO3a, Kak NpaBuno,
HEeT NPHHUNNHUANBHBX Pa3NMinh C MyKOBHCLUUZO3OM geTen 3a cueT obwHoc-
TH NATOTEHETHHECKNX MEeXaHW3IMOB, NO3TOMY Mb NpPegcTaBUM TONbKO OCO-
6EHHOCTYN NPOTEKaHNA TEeX NAKN HHBX CHUMNTOMOB, HE OCTanHaBAWBaaCkL nog-—
pPoBHO Ha knaccuveckon xapTuHe, onncannon panee, Taxwme He crnegyeT
NPOTHBONOCTABNRTL TEPanNneBTHHECKNE MEepPONPURATHR, NpUMEenfeMbe y geTen
W B3pOCABX,

MyxoBHcuUN O3 B3POCNBX XapakTepu3yeTca TaKk HAa3BBaReMbBMW Manbmu
vopMaMn 3a6ONEBAHNSA C JANTENbHBM AHAMHE3IOM, MELNEeHHhM TeueHuem,

HO YNOPHO NPOrpecCHpyRtMMU PECNNpaTopHuMn Hapymwennamn (I B, Npouyx
1936; B.A.I'epacnn ¢ coasT,, 1987; A.MN_HecsetroB C cCoaBT,

C CoaBT

1988). Y mMmyxunn Hbonesnb Gbonee BuopaxeHa, 4eM y wenwnn, H A Angxob-
ckun ¢ coaBT,(1990) onpegenawT crnegywiine XapakTepHbe gHarHoOCTUNEC—
KHe cCuMnNnTOMB MYKOBHCUHMLO3a B3POCALX: 1) Hanwune gnuTtenbHoro, 4ac-
TO pa3BnBawUerocs C geTcTBa, NPOTPELMEHTHO TeKYWero gnoeey3HOTo no-
pPaxenna OPOHXONErovHONn CHCTeMb, Hanbonee 4HacTO NPORBNANWETrOoCs KNAN-
HUKON THOMRO-OBCTPYKTNUBHOTO XPOHMNECKOTO OPOHXMTA C HaNmMuneM Ba3-—

KO, TPygHO OTgenfeMON MOKPOTH; 2) MACTOE NOPameHMe NPHgaTOMHBX
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nasyXx M HOCOTNOTKM; 3) HRANNYUE PRJA PEHOTHNMHECKUX OCOGEHHOCTEMN:
MHOAHTNUNLHOE TENOCNOREHME C BLPANEHHHM JE@UUNTOM MacCh NpuM XOpowmeMm
anneTnTe, fEeoOpPMauMf TPygHON KNETKW, OKPYTrnoe ogyTnoBaToe nuuo; 4)
HaRMTOHHOCTbL K THUNOTOHMM, YKA3aHWA B aHaMHE3e Ha OBMOPOYHHE COCTOR-
HUA Npn neperpesBe, pe3kan cnaboOCTb W CONANBOCTb B YTPEHHNE HacCh;
) coveTaHue NOPaMEHNA OPraHOB gHXaHUR C 3aBONEBAHUAMU HENY[OHHO—
KHIWEYHOT O TPaKTa (XPOHMHECKMUN THNEePaunghbin TacTPUT, 3NuU30gbh abgo-
MHHANTbHBX 6ONeln HeACHOW 3ITHONOTMMU, NPU3HAKW HELOCTATOYHOCTH BHEW-—
HECEKpPeTOPHON @YHKUNN NOIKENYygO04KHON Kenesw, a3BeMHan HONe3Hb we-
nygka n lZ-nepcTHon knwku; 6) OTRTOWEHHBM CEMENHWI aHAMHE3 , 0CO-
GEeHHO Hannvne B CeMbe CNyHaeB pPakHEen JeTCKOoW CMEepPTHOCTH WIiW goKka-
3aHHbBX CNyyaeB MYKoBUCUMgO3a,

Tpnanakn XpoHNNECKOTro OBCTPYKTHBHOIO NOPAMEHNSA NIErKkUX OTMEHAWT-—
ca y 87-94% 6onbubx (Lewis et al., 1984; Nakielna, 1982). O6octpe-
Hne 6one3Hn CBR3IAHO C BTOPHUYHON WMHGEKUNEeRn, KOTOpas y BIPOCABR, KakK
Wy geten, npenMymecTBeHHO npegcTaBnena Staph.aureus, Ps.aerugino-
sa, Haemoph.influenzae (Hodson, 1989).

B npomewxyTkax Memgy O0B60CTPEHMAMN MOKPOTa OONbBHHX HE HUMEeT NOoBb-
WEeHHON BA3KOCTWM, OgHAKO NPWM HATHOEHHWM OHRa pPe3ko Bo3pacTaeT. B xpo-
BN Y B3POCNHX BHRABNIACTCH CTATHCTUHECKM 3HAvYnMoe noBhweHne 6enkos
ocTtpon eoa3w, AWN, rantornoé4muua (Emmett et al., 1987). Mo gannom
M. B Noxogsen ¢ coaBT.(1987) y BCex GONbHBX NUMEETCR BHPAXEHHOE& CHn-
WEHWEe ¢arounTapPpHOW AKTMBHOCTKM HenTpoonnos, DTMeuenr cywecTBEeHHBN
AEPEXT W CO CTOPOHH KNETOYHOrO0 UMMYHHTETA, NPORBAANMUMUNACRK CHUKEHU—
eM aKTWUBHOCTH peuenTopHoOro annapata n usncna T-numeouutor, flpn ner-
YoM Tewenunn 3aboneBanHnn 6bn CHuxen ypoBenb Ig (A v M nanm G n M),
Npn cpeguen TAKECTN RAPAKTEPEH HOPMANbHBR WAN NONLWEHHBW YPOBHHU
Ig. Npn TAMENOM TeweHnn - HOPMANbHLN WKW NOBLWEHHBE ypoBru Ig, u4ToO
K37 OCHOBAaHWE NPEegNONOMHTbL WX ®YHKUUOHANILHYW HENONHOLREHHOCTSH,

Y 40% 60nbHbX BbABNAETCA OPOHAXOKOHCTPUKTOPHLN 3IQOEKT HA MHCANA—
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unn C annepreHamum BONPEKM YyKa3IaHNAM Ha HAnMune B aHaMHE3e OPOHXH—
anbHOM acTMm, Hame BCcero GPOHXOKOHCTPUKTOPHHN 30¢ekT BLILBan an—
nepren Asp.fumigatus (Wonne et al., 1985).

PenTrenonoruvecras xapTMHa NPM MYXxOBMUCUWgO3€ B3IPOCNBX OTANYaET-
CA 3Ha4YNTEeNbHbM Pa3Hoobpa3neM, HO, HECOMHEHHO, CBHUgETenLCTBYeT O
IWOPY3IHOM NOPAXEHWN JNero4HON TkaHn, BuaABnaAwTCs yTonweHne CTEHOK
6poHxoB (0COBEHHO B BEepPXHUX OTgenax), HEYeTKHe y3enkoBne 3aTeMHe-—
Hna gnaMmeTpom 2-5 MM, HACTHYHHBLN aTeNnekTas, 3aTEMHEHWe Nero4Hon ap-
Tepun (Hodson, 1984). ¥ mHornx 60onbHBX, Yy KOTORPHX MYKOBUCUMLOS3
nMeeT NOo3gHHE NPORBAEHWA, HA OOBNHHX PEHTreHorpaMMmax TFpygHOM kneT-—
KM HaXOgRT MMURNManbHbe n3iMeHenna_  fpun 3Tom oueHka 60KOBHX CHMUMKOB
noxasana pPe3XK0e CYKEHNWE NpocBeTa OPOHXAa BEpPXHEen gONn NpaBOTroO Ner-
xoro, NonyyeHHbe gaHHbe XOpoWoO KOPPENMPOBAaNM C PE3YALTATAMH NATO—
nNOroaHaTOMUYECKUX HCCNEegOoBaHWN, COTNAcCHO KOTOPHM NOPaXeHne nerkux
Npn MYXKOBMCUWRO3E& HAYNHAETCRA C BEepxXHen gonn npasoro nerxoro (Rei-
nig et al., 1985). Nog BAnAHMEM nevHeHWn B pel3ynbTaTe MCHE3IHOBEHNS
BOCRAnNNTENbHON WHONABTPAUUN HACTO HABAWZAETCHA NONOKNTENLHARA gHHa-—
MHKa penTrenonorunyHecknx nimenenwnn (B A Tepacun c coamt,,1987). Co-
HeTaHne noKann3aunn npouecca B BEPXHMRX JONAX C KPOBOXApKaHbeM MO-—
WEeT CHNYMMTb NPUUNHON OWMOONHON gnarHoCTHkn Tybeprkynesa nerrnx,

Tpn Tomorpaonn oTMeHaeTcR "BOIgYWHAA OPOHXOrpamma'": XOpowanf Bu—
INMOCTE BPONXOB BNNOTb jO HEHONbWNX BEeTBEW, 3aMeTHH Menkne GpoHxOo-
uene, Ha 6poHxXorpammax HEpegXoO BLABAAKTCA OPOHXO3KTa3n, nopaxawvwme
cybcermMeNTapHbe M Menkne GpPpOHRKM, “alle BepeTeNoOoOpa3Hbe M UNTNHgPU-
Yeckune, pexe - meuweTHaThe,

Hapywenne @yHKuUuMn BHEWHEro guXaHWs Pa3BUBAETCHA NO PECTPUKTUBHO-
06CcTPpyx THBHOMY THnRy, ymeHbwaerca cooTHowenne OO/HEN B cooTBeTcTBMM
C KAMHNuYeckon 3BonNKUNERN 3a6oneBanHna, 3HauUNTenbHO CcHukaeTcs OQPB pe-—
3epBb gbXaHWA W HapywaeTCcA anbBeonspHan BenTunauns (M, E Konomenc-—

Xxaa ¢ coaBT 1980). Nipn EPOHXOCKONUN BLABNAETCHA JHWOOY3IHBM BHO—



62
OPOHXUT C OOWUDHHMM CNUIUNCTO-THOWUHHMU TSHKAMU (H.B.llytoB ¢ coaBT.,
1990; A.B Ulenenen ¢ coasT,, 1992).

Cpegn OCnOXHEHUN OTMEHANTCR KPOBOXAPKAHbLE, NEro4HOE ceppue, pe-
UM gMBHPYNIUNN NHEBMOTOPAKC, NOBTOPHWE abcuecch NErxord, CNOHTAHHBR
nepenom rpygnHb W CTPYKTYPHBI KMOO3 3a CHET HANUNUSA KNUHOBUHBX
nossoHkoB (A.ll.HecseToB ¢ coastT,,b1988; Mitchell et al.,1980; Can-
ny et al., 1986; Rose et al., 1987). Ouenb pegkuM ocnoxnenuneMm My-—
KOBHCUU LO3a SABNRAETCA AMUNONZO3  KONUNMECTBO ONUCAHUN KOTOPOTO 0
HacToawero BpeMmenn coctaengaet 17 caywaes (Barrio et al., 1993;
Llanes et al., 1993). R.Castile et al.(1985), K.Gaffrney et al.
CHUTAWT NPKH 3TOM NPOTHOCTHYECKMH HANOONEeEe HEeNPUATHHM NOABNEeHUE
NPOTERHYPHH: NONTH BCE HO0NMbHBE YMEpPnn yxe Hepe3 HeCcKOoNnbKkOo Mecaues
nocne nNpUCcoOegUHEHNSA HEOPOTUHECKOrOo CUHgpOMa.

Knnunueckun noaumoponam MyKoBUCUMZO3a Yy B3POCHAHX NPORBNRETCH M
NOpPaNEeHneM XenygoOMHO-KNWEeWHOro TpakTa. Kak ywe oTMewanocb ¢ BO3-
PACTOM MHOTIHE CHMMNTOMHB MYKOBUCUMZO3A MOTYT CTAHOBUThLCR MeHee Bhpa-
WEeHHHMH ., DTO B nNEepBYw Ovepegb OTHOCHTCH K CUMNTOM2M nNopameHunsa nu-
wesaputenbHon cuncrtemn, H B . NlytoB ¢ coasT.(1990) oTMevawT wanobw co
CTOPOHB WenygoyHOo-knwewHoro TpakTa y 80% Gonbrwx, a M.Lewis et al.
(1984) y 94%. Y B3pocnux n NOogpOCTKOB NpeobnagawT paccTponcCTBa,
caﬁganuae C HegOCTAaTOMHOCTbLW 3K30KPHHHOW HACTK NOLKENYy OHMHON Wwene-
3w, B npouecc 06BmNHO BOBNEKANTCH MENYHOK W gBEHAZULATHNEPCTHAR Kn—
XKa C pa3BUTHEM S3IBEHHON 60NE3rU, NOPANANTCHA KENHeBHBOfRAUNE NYTH,
HO B UENOM 3TH HAPYWEHKSR HaWe He JOCTUrawT THAXECTH W gPpaMaTHHeckon
CUMNTOMATHKM, KK 3TO MOxeT 6wTb y geten, Cpegn nabrnwgaemnx H,Cha-
un et al. (1992) 86 B3pocauwx 60AbHBX Yy 34 OTMewancs racTpoa3ota-
ransuwn peenwkc, y 10 peota, y 11 3nuractpanoHwe 6onn, y 10 sxBn-
BalleHT MEexOoMManbHoOro nneyca n y 25 necneumnonyeckmne 60nu B KuBOTE,
Kax npaBuno, yxa3aHHRR CHUMNTOMATHKA COHYETAETCR C NOHWKEHHOW MACCON

Tena n oTMevaeTca Ha NPOTAKEHUN ANRTENbHOrO NEeproga BPEeMeHwu .,
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Whorga y B3POCAHX PA3IBUBANTCH NOBTOPHHE Cnyian OCTPOro naHkKkpe-
aTHTA, KOTOPHE BH3ILBAWNTCSH HaApPYWeHUeM gueTn M{Uan) npnemMoMm TeTpa-—
unknnna. MNoMUMO 5K30KPUHHON HELOCTATOMHOGCTH NOAMEeNnY fONHON wenes3n
PR3BUBAETCA UHTECTUHANBHAA O6CTPpyKUNA, GUAMAPHBW UMPPO3, XOoNenn-
Tnas, WHorga nHabnwgaeTca Buwnagenne NpPamMoM KHWKY,

Teuehne MyroBuCuMgo03a y NOZPOCTKOB M B3POCAHX XapakTepU3yeTcs
neprognveckMMn oBoCcTpeHnaMM (NpoTeranuuMU 4ame no GPOHXUTUHECK OMY
Tuny) n pemuccuamu, flpu nerxoMm TewenHuun MyroBucumgo3a oGOCTpPeEHus
HaGnwgawTCcA pegko (He vaue OfHOTro pa3a B rog), paboTocnocobHOCTH
GONMbHBX COXPaHera; NpPU TEHEeHWHN CpegHen TakecTu 0HBOCTPeHun 6uBawT
2-3 pasa B rog M MOryT gnuTbca 2 MEC M 6onee; Npu THAKENOM TeuHeHuu
060CcTpeRNnsa cnegywT OgHO 3a gpyrum (H. B . NlytoB ¢ coasT., 1990).

TakuMm 06pa3oM, aHaNIU3 MMENUHURCA eme gaNneKko He NONHHX AHTEepaTyp-
HBX JAHHBX HE& NOKA3aNn KAPAWUHANbHBX OTAWMUN KAMHUNECKON KAapPTHHHE MY-—
KOBHCUNO3a Y B3IPOCHBX, néaPOCTKOB W geTten, U NO3BONMUN HAM CYMMU-—
poBaTh NaTOreHe3 XKAMHUHEeCKMX M3IMEeHeHuh MyxoBucuumgosa B puc.l1,8.
Ognax0o B gaHHOM nNNane HeOoGXOgWMO €we NPoNTH NYTh U3YHeHnsa niyvae-—

MOM NaTONOruMM, kax >TO 6wN0O B NeguaTpUYECKON NPaxkTHKe,

1.9. XapakTep CTaHOBNEHNA W COCTOAHME PEnpPOZYKTUBHOW GYHKUUM

Yy 60nbHBX MYKOBMCUMIO3OM

OgHOM M3 cepbe3nnx npobreM, kKOTopas BCTana Ha NOBECTKY fHA ByK-—
BanbHO B nocnegHne rogb B CBRA3KW C yBennyeHueM NpogoOnXUTEeNnbROCTH
HU3IHN DONbBHBX MyKOBHCUH;{OBOM, ABUNTACH naTonoruA nyﬁepTaTHO!‘O nepun-
0ga, a Takkxe pa3peweHne BONPOCOB GEepeMEHHOCTH W pogoB, TNo Mepe
B3poOocCcnennn SonbHBX nccnepgoBaTenn OTMeTHNINW, HTO BTOPUYHBDE NONOBLHE
NPU3nakM GuAM cnabo BHPaXEHB, A MEHCTPYalUMM HACTYNanw nolgHee, uvem
o6uvHo uam oTcyTtcTBoBank (Zeaske et al., 1987; Rudeberg, 1991). #s3

45 6onbHbux 15-40 net Tonbko 20 uMenu perynspHbe MEHCTPyauuu; y pe-

TYynapHO MEHCTPYHWPYWWNX KEHUWUH Macca Tena EGwuna BHWe, 4eM y 60NbHBX
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C aMEHOPEEeR, Yy HUX B NyHlleM COCTORHUM EHIA M Nerovnas eyHkunga (Ste-—
at et al., 1987). YabTpasBykoBoe 06CnegOBaHUe 3THUX WEHWHH BHRBUIO
NOAMKMCTO3 mUuHukoB Yy 10 n3 28, pasMmepn MaTku, gawe y GonbHEX C
perynsapHboMn unknamun, Guoan ymenbhenu_ OcoGenno wacTo 3agepwka nosaep-
Nenns BTOPHHHBX NONOBHX NPU3IHAKOB OTMEHEHA NPH HapPYWEHUH GU3IHNEC-—
KUX napaMmMeTpoB 6ONbHLX M 3aBuceNa OT TANMECTH npouecca (B.Uynuu ¢

coasT., 1977; Kufardjieva et al., 1992). OgHako, no gPyrum ganHumm

COCTORHNE NHUTAHNR GOAbLHLX gEBOHEK He Ora3uBaeT HenOCPEJCTBEHHOTO.
BNINAHNA Ha nonoboe co3pepanne (Moshang et al., 1980). Nouck npuuunn
3agE€pHKU NONOBOrO Pa3BUTHA NPUBEN uccnegoBaTenen K H3IyHEeHHWw @N3INOo-—
NOrMMEeCKNX 30PeKTOB RCTPOrenHoB, YrnyGneHHOE M3Iy4eHNe NaToOeU3UONO-—
TMW CNCTEMH 3CTPOTrE€HOB NPU MYKOBUCUMLO3E€ BLHABUNIO CHUNKEHUE WMIU OT-—
cytctene [JH]l-3cTpagnoncenr3nbawuen aktuBHocTun {(Grossman et al.,
1987). lipegnonaraeTca, 4TO OTCYTcTBHe 6enka C 3CTpagMONCBR3IbBavwen
AKTHWBHOCTbI, OBNapgavilero perynaTOpHON PONbY® B NPOUECCe cexpeuuu,
NPUBOANUT K fEeTreHepauMnn AUNHAPHBX KAETOK Yy BonAbHuX, Y XEeHWUH C My-—
KOBUCUUJO30OM TE€HEPATHBHAR GYHKUNR CHMUKEHA 3a CHET NOBLWEHUR BR3I—
KOCTH UEPBMKANbHOM CNAN3N, WIMEHEHNA €e 3INEeKTPONUTHOTO COCTaBa, ¢
NOTOMY B 3HAYNTENbLHOM HMCNE OHW COXPRHAKNT CNOCOGHOCTL Kk geTopoXge-
Hnwe (Holsclow et al., 1969; Guggenbicher, 1986; Steinkamp, 1992).
L.Taussig (1984) coobuwaeT 06 OgHOM CNyNvae NOAMNO3HOrO uUepBUHUNTA Y
KEHWUNHD C MYKOBUCUNZO3OM,

Co Bpemenn nepBOro COGBWEHNHA O BLWHOWEHHO! OepeMeHHOCTH npn My-—
koBucungose (Siegel et al., 1960) 4uncno Taknx Habnwgennn npeBwCU-
no 150 cnyvaer., HopmanbHan DepeMeHHOCTb NpegbABIRET NOBHUWEHHWE
TPe6OBaHNA K gHXATENbHOM CHCTEeMe WeHuwnho, HonmTHO, 4TO y Eepemen-
HOW C MYKOBMCUWZO3OM NYTbMOHONOTUNECKkasn npobnema \BNRETCR Hanbonee
BaXHOW#, NOCKONMbKY NpPOrHo3 60Ne3Hn onpegenseT B OCHOBHOM CTeneHb
nopawkeHns OPranoB guXaHua, APYTUM acnexToM npobnemn SBARETCR Bupa-

HEHHOCTb M XapakTep Nopawennsa cucrtemu nuumesapenun, C,.Corkey et al.
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(1981), M.Lewis et al. (1984), O.Metz et al (1984) cHuTawT, HTO
6epeMeHenT Wb GONbHBE ¢ BHCOKON GYHXUMEN NOZKENYgOHHON XKEene3dw n
HE MMENWNEe CEePbe3IHHX M3IMEHEeHUR B OpPraHax [HXAaHUR C YPOBHEM 3NeK-—
TponntoB nota 6§0-80 mmonw/n,

B cnyqae HacTynneHnas GEPEMEHHOCTH sonbgae MYKOBMCUNJO3OM HYWLa—
WTCA B OCOOOM HABNWZEHUM KNMHUUNCTOB: PABHO Kak NEegHaTpPOB, MMENmNX
ONBT gMATHOCTHKM M Tepanun 3ab6onepaHns, Tak W akywepos, obnagawwnx
BO3MOXHOCTbLW BEJEHMA NATONOrnMyeckon GEPEMEHHOCTH W TAMENHX POJOB.
B 3ToM nnane HeoOOXOgMMR TECHAR KOONEPAUMA KEHCKMUX KOHCYNnbTalun u
gertcknx Sonbunu, HOpn »tom R.Grand et al. (1966), E.Rosenow et al.
(1968), O.Metz et al.(1984) pexoMeHgyWT BBNONHEHWE CRegywUNUX Npeg-—
NUCaHWN, NPU KOTOPHX OE&pPEeMEeHHAfR U HOBOPOXKLEHHBI NONyHaT HeoOXogu-
Moe MegMuMHCKOe obcnegoBanue: 1) gUArHOCTHUKA ® Tepanua NEeroHRbBx
KapgNnanbHEX OCMOXHERWM MYKOBUCUWZO3& JO M NOCne pogoB; 2) KOHTPONb
NUTanHns GepeMeHHONn W KOPPEeKUMA NUIeBAPUTENbHOM HegocTaTo4HOCTH; 3)
MCKNTHOYEHUE CaxXapHOToO guabera y maTepn; 4) Habnwgenne 3a pasaBuTuem
nnoga; 5) npoBegeHne TaAXenwx POJOB C PUCKOM OCNOXHEHRH; 6) HCKNW-
NeHne MYKOBHCUMO3a Yy HOBOPOXIEHHBX,

Meg#unHCKk UM NOKaA3aAHMAMKU [NA NpepbBBanns OEpPeMerHoCTH MOoryT &uTb
nTerovdHoe cepgle€, BoPaXMEeHHaAR SMOUIEMa, aTenexTasnw, NpPOorpeccupywumasn
nueBsmonna, GpouxoskTaaw (Larsen, 1973; Visser et al., 1977). Ogra-
KO, MO MHEHWH PpAga aBTOPCOB E€ZMHCTBEHHHM NOKa3aHWeM g9 NpepHBaHMUA
6epemennocTn aBnaeTcs nerovnoe ceppue (Corkey et al., 1981), a na-
Merenne noxaszatenen cnunporpaeun, IKI | pO2 gonwuwm CcaywuTb 3agavam
INHAMHUYECKOT O RHabmogeHnst 32 GONbHBMU M OUEHKE TAMECTN COCTORHMNSR
(Novy et'al.,1967; Metz et al.,1984).

Cepbeanyw npoénemy npn 6EpeMEHHOCTH y DONbHHEX MYKOBHCUMZO3OM
npejcTaBnfAeT CHUKERNE Macch Tena, gake HECMOTPA Ha 06OTAaweMHyWw gu-
eTy, npoBegeHne IaMecTHTennHnoin Tepannun oepmenTamn (Grand =t al.,

1966; Cohen et al., 1980; Limacher et al., 1982). Npucoegnnenne
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BTOPHYHON PECNNPATOPHOW HMHOEKUWW B nocneghvne 3 mMec. HEpPEMEHHOCTH
moxeT OBYCnOBMTbL 3HAUUTENBHOE YXYJRWEHWEe COCTORHMR 6onbHon, Bcneg-
CTBME 3TOTO HAaCTO HaBAWFaAwTCH NPexgeBPEeMEHHBE POgH: Yy 60ONbHEX My-—
xoBucungosom - 26 ,8% n 6-7% npu HOPMANbHOM TEHEeHUH OHEPEMEHHOCTH
(Limacher et al., 1982).

flonoBaR gMePEepPeHunpOBKa HAWNA OTPAMEHNE B CPOKAX NPOPe3nBaHMnA
3y60B y OONbHHX MYKOBMCUWLO3OM: HAa @OHE ODWEN TEHgEHUNN K 3agepx-—
¥e npope3bBaHMA Yy MANL4YMKOB M KHOWEN, B OTANUwMe OT peByuwer, Gonee
BHpPaXeHb MHINBHgYalbHbe KONeBGaHWA, 4TO CHNUTAETCRA clnegcTBuem 60ab-
wen H4YBCTBUTENbHOCTW MU MYMCKOro nona B Ny6epTAaTHOM NEPHOgE K M3-
menennam BHewnen cpegn (Mahaney, 1986).

Wayuenne renepaTHBHON GYHRKUUN Y MYHRUNR, CTPagawulnx MYKOBMCUMZO-—
30M, NOKAa3ano ee CHUXeHue BNNOTb O pa3BuTua becnnogum. Hapagy ¢
3THUM YCTAHOBNEH ®akT NOUBLUEHUNRA GEPTUABHOCTN MYXYNH TETEepo3UroT no
reny Mmykoeuncungo3sa (Pritchard, 1987). No Muennw GonbwnHCTBaA aBTO-
pOB npnuuHa Eecnnognfa O6YCNOBNEHA M3IMEHEHNEeM COCTaBa CEeMeHHON Xup-—
KOCTH, MBAAVWENCA NPOLYKTOM JEATENLHOCTN 3K30KPUHHBX KNeTok, 06Ty-
paunen ceMAaBHBOLAWEro NPOTOKAa, HENONHbM Pa3BMUTHUEM 3INUJEepMuca, CHu-
keHnem obvema smkynata, acnepmunen (Valman et al., 1969; Rottger et
al., 1971; Colin et al., 1992). Hapsagy ¢ >Tum obrapyXeH AKTUBHBA
cnepmaTtorenes (Denning et al., 1968). Oguaro, y 4wacTtn 6oabhmx (2-
5%) coxpaHmeTca HOpPManbHam reHepaTHBHa®R oyHxuna, WHccnegoBanne cnep-
MB TaKMX MYXMuH NOKA3aN0o HOpPMaNbHbi O6beM 3AKYNATA, a Takke HUCHOo
n Mmopeonorua cnepmatolzongoe (Taussig et al., 1972). Becbma unnte-
pecuoe coobuenne cgenanun L. Hamberger et al. (1992), xotopme y 30-
neTHero Myw4mnHn ¢ mykoBucumngosom (del FH608/R5D3K) nonyunnn cnepmy
C Uenbw ganbHENWEro WCKYCCTBEHHOTO ONNOJOTBOPEHWA WEeHW nauueHnTta,
Ho nepeg »Tnm aBTOpb npoBent nabopaToOpHOE WUCNWTAaHUE, B KOTOUPOM

npexsapntenbHan o6paboTKa CnepMb NEeHTOKCHOUNANHOM NO3BONUNA npouns-

BecTn onnogoTBOpeHne oounmTa in vitro.
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1.6. Nlcuxonornueckne npobnemn MykoBucCuugosa

To gaHHBM NMUTEepaTypw, AHKETHPOBAHWE pOogMTEenen 6ONbHLX nokasano,
HTO OHW XOPOWO 3HANMH NATOPUINONOT WK M NEevYeHHe gaHHOTro 3aboneBaHunn,
OfHAKO OKAa3aNMUCb B MEHbWEW CTENEeHW NHOOPMUPOBAHHBMM O PONAN IEHEeTH—
HeCKUX @®aKkTOPOB B pa3BnTun MmykosBucungoza (Nolan =t al.,1986). 06-
cnegobanne 572 cemel nyTem aHKETHPOBAHUA NO3BONMAO YCTAHOBUTL, HTO
reHeTHyeckoe KOHCynbTHpoBaHne He nonyuunn 27 5% cemen (Passarge
et al., 1984). Cnoco6 HacnegoBavna 6wn u3abecten 45% pogntenen, 75%
BHPA3UIIN KENAHUE NOAYyHNTb HONbUYN HHOOPMIAUWI,

Kpome ToOoro, nocpegcTBOM AaHKETUPOBAHWA POguMTENEn EHNO U3YNEHO
ZENCTBHE cTpecca M aganTauns Y MaTepen geTel C MYKOBUCUWZO3OM NoO
CPABHEHHW C KOHTPONLHOM TPYNNOW MaTepen 3go€oaux netTen, Y wenwnH
obeux rpynn He OTMENeHO pa3nunuini B pPeakuUUax Ha CTpPecc W npoaBne-
HHE WX MATEPUHCKHUX 4yYyBCTB. BO MHOrux cayuanax maTepu Mory¥ agantun-
pPOBATBHCA K HANWHNK MYKOBHCUNZO3A Y WX peTel, OgHAKO B ONpegeneHHne
nepunogbs WMU3IHK pebeHka (qalle B fOWXONBbHOM U PaAHHEM NOJZPOCTKOBOM) M
NPpn TAXKENOM TEeYeHun y HEero 3aboneBaHnyx, y MaTepen Haume BO3HUKANT
cTpeccobbe peakunn B BUge JeNPEecCUBHOTO CTPEecCcCa W aganTUBHBX peak-
unn (Walker et al., 1987). Y70 xacaercsa CaMuxX HONbHBX, TO Ha OCHO-
BaHNW AHANH3A AHAMHECTHMHECKMX W KJNMHUYECKHX JAHHBXR, pe3ynbTaTtax
onpoca poguMTenen u HabNWZEeHUA MEegHUMHCKOro NepcoHana NCHXROPEeaxTHB-
Hbe Hapywesus 6unn BbRBNeHb y J8% naunenton 7-17 net, Npnuem, uem
TAxeNnee npoTekan MYKOBMCUMZO3, TeM Taxenee 6unn napyuwenunsn, flpn 6o-
nee nerxoM TeveHnn H0Ne3IHNn CTMEeNanucb HeBPO3n WIH ncuxocomaTuweé—
KMEe CUMNTOMH, Kak CBR3aHHbHE, Tak W HE CBA3AHHHE C COUHANbHBMK QK-
TopamMn (Corboz et al., 1980). ABTopw cuntTawT uenecootpasHbLM OpPraHun-
3aUNP cneuvanbHbBX Narepen gnq neTHero oTgHxa 60NbHEX MyKOBMCUMgO-
30M, Kak ¢akTOpP, NONOKMUTENbHO BIMANWMM HA NCUXUYECKOE COCTORHMEe, B

3TOM nnane nog4epKkuBaeTCH HeOGXOgMMOCTb noCTORAHKROTrO COTpyaHniecTBa
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MEZUWUMHEKHE DABETHWE SR W REIATATRE & ERIUTEABKY BoARRWE geTen
(6.4 _Pesnnx ¢ coas7.,, 1987; Donati et al.,.1987; Houstsk et al.,
1987).

PonbunHCcTBO GONBHHX MOTyT nocemwaTb WKONY, HO galexo He Bce pery-
NAPHO NOCEWaNT JOWKONbHHE YNPEXgEHWSA, 4TO HapywaeT npouecc counann-
3aunn, B nwbom caysae, Bpav WKOAB MAN JOWKONBHOTO YHPEeXJEHWR [JONMEH
6HTb MHQ@OPMMPOBAH O H0NMbLHOM, C Tem, 4TO6H BeCTHM 33 HUM NONHOUEHHOE
HaGnwaeHne u pewaTb BONPOC 06 ONTUMANBHOM PEeXMUMEe NOCEMEeHUN WKONH
(. 434.Ctypgennkun ¢ coast,., 1977). B wxone wnuorga Heobxrxogumo npego-
CTABUThb JONONHWNTERbHBN BRAOLZHON geHb WK obecnexwnTb zgoMmawHee obyue-
Hne, DonbHoro pexomeHgyeTca nogbagpuBaTb W CTUMYNHpOBaTb Bepy B ce-
65, pa3BRBATb KOMMYHUKabenbHbe CROCOBHOCTWM B 06WECTBE CBEPCTHHKOB.
3T0 gocTNraeTcs palyMHbBM HanpabBneHnem 3Heprun pebeHkxa Ha agerbBaT-
HHE eMy BUH @HW3NHECKOM W YMCTBEHHOM JERTEAbHOCTH, NPU KOTOPHX OH
MakcuManbHoO He 6ygeT omywaTb cebs HenonnouenHwnm, Kar yra3swbaer
M.4.Ctygennknn ¢ coaBT. (1977) pogntenn (MaTepn 0COEEHHO) BONbHEX
MYKOBHCUN gO30M HEepepko BegyT cebs no oTHoweHuw x GonbHOMy pebeHky
W3nNwHEe wagawe, Onexaa ero Tam, rge 3TO He BH3IHBAETCR HEOBROAUMOCTLW,
KOHUEHTPUPYNT CBOE& BHMMaHue Ha H0MbHOM B ywepb gpyrum 4nenam cembu
nnn 3aHATHaM, W ewme ozHa npobrnema: YuUnToBaf 3agE€PWKYy NONOBOTO pa3bn-—
THS Npu MYKOBHCUWgO3Ee, HEOGXOgUMO MHGOPMMPOBaATb Kak poguTenen, Tak
M caMux SONbHHX, HTOEH RUBENUPOB&Tb 3a2KOHOMEPHO NOABAANWEECR 1YBCTBO
cexcyanbHon HenonnounewhocTn, Co CTOPOHBD Bpada TPeBYyeTCa MaKCUManbHHN
TaxT B ZFAHHOM BONPOCE, M HE MEHbWHN NPKH PA3LACHENUH B3POCHbM HOAbLHBM
CBA3AHHBX C WX DHONE3Hb0 PEeNPORYKTUBHHMU OTPaAHUNEHUAMKU, 3HAYNTENbHLM
nogcnopbeM B PEWEeHHMN YKR3aHHBX BONPOCOB MOTYT CTaTb accounauunn, ob6b-
egnHANWKE Kak poguTenen HONbHLBX ge€Ten, Tak W BIpocnuxX GonnHux, Npn
3TOM HEOEXOgMMO BHACHEHNE CTENEeHW HHPOPMUPOBAHHOCTW pOoxMTEenen, BON-
Hyounx ux npoénem, O pe3ynbTaTaxX MCCNegOBaHWi B JARHOM HANpPaBREHHM,

B TOM u4YuCne W cCcOBCTBEHHBX, NOogpobHee HygeT CcKa3aHO HUxe,
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r-nmasa 1II

MATEPWATNT W MNETOG QN

Nog wabnwpennem Haxognnocb 116 60NbHBEX MYKOBWCUMZO3OM B BO3—
pacTe 0T 1 roga go 34 neT. AMATHO3 MYrOBUCUMZO3a YCTAHABAMBANCSH
COTNACHO knaccuyvecknx kpntepuen di Sant Agnese: 1).ceMmenHon avam-—
He3; 2).XpoHWHYEeCKOe NnopameHne pecnupaTOPHOW CUCTEMB, 3).NMPU3HAKHK
naHKkpeaTn4eckon HegOCTATOMHOCTH; 4) . NOBHWE&HNe >NeKTPOANTOB B NO-—
ToBON MugrocTH, lIpM OnEHKE TANECTH COCTORHMA SHCAbHEWX Mb NOAB3IOBA-—
nnce obwenpuraTon wxanon WeBaxmana-bpacennsga. Kpome Toro, scnomo-
raTenbHyN 3aga4y B gMArHOCTHMKE pellanun MCCrnejzoBaHMA NapaMeTpoB CcMe—

WAHHOW CHNWHW, TECTNPOBaRWNE TeHa MYKoBucuugo3la, B Tabruue 2.1 npeg-

CTaBll€HO pacnpegenenne H60AbBHBX NO BO3pacTy.

Tabnurua 2.1

Pacnpegenenne 60nbHbx NO BO3PACTY
\

BospacT

g0 roga{ 1-3 r.} 4-6 n.} 7-9 n.} 10-14 n.}| 15-24 n.|cTapue 25 n,

18 4

gl
@

3 10 29 24

Npeobnagaune 60NbHBEX [FOWKOABHOTO W WKONLHOIO BO3PACTOB. HECNY-
YaMHO M CBR3AHO C TeM OBCTORTENBLCTBOM, HTO HO0NbHBHE HAROFUAUCH HA
XTTUTENLHOM gNCNaHcepHOM HabGnwgennn, W nNOTOMY XHAAU3 KNNHUNECKOTO
MaTepuana Mn NpPOBOgUM HA MOMERT NOLZBEJEHNSA MTOroB gaHHON paboTw,
Mo obuenpuHaTboM dOpMamM MyKOBUCUMjO3a 60OnNbHBE PAacnNpegenanucb cnegy-
UMM o6pa3oOM: CO CMEwmaHHOM eopmoh - BY, ¢ neroxvnom - 18, c xnuweu-
HOM — 7 W ¢ aTnnuyHon - 22 nauneHTa,

Kpome TOro mbo nmMenm BO3IMOMHOCTb aHANW3a NPOTOKONOB BCKpuTHn 57
GONbHBX, NONYy4YEHHBX B OBbegnHeHHOW geTckon npoaexType r Exartepunn-
6ypra 3a nepuog ¢ 1973 no 1993 rr,

BospacT 60NbHHX Ha MOMEHT CMEpPTW npexcTaBnen B Tabn, 2.2.
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Tabnunua 2.2.

Pacnpegenenne ymepunx 6o0nbHbBX NO BO3pacTy

BoapacrT

1 mec| 2-6 Mmec| 7-12 mec| 1-3 r. }(4-9 n.| 10-14 n.

18 28 3 6 1 1

Cpegn norunbunx 6onbHbx 34 pebenkxa 6BNO CO CMemaHHOW ¢OpMON 3a-
6oneBaHNA, NO § C NErovHoOn U XxnwevHon asopMmamu, 8 — C MEKOHWNANLHBM
nneycom n 3 - ¢ OTeuwno-aHeMnuieckon oopMmon, Y Bcex OonbHbx Swn 06—
HAPYMXEHR KUCTOOMEPO3 NOgREenygovHHON Kenesw. Hapsigy ¢ 3TUM Makpocko-
nuYeckn yBennueHne xenesn oTMedenHo Yy & u ymenbwenne y 3 H0nbHBX,
Y ogHoro 6onbnoro 4,5 neT uMencs OCTpPwi NaHKpeaTnT. AdBnenna 3300a-
rmtTa oTmeweHb y 16 6onbHbux., CO CTOPOHM OpPraHos guXaHna y 17 6onb-
HEX OTMeweHa 3Mon3ema aerknx, y 10 atenextaswm, y 7 NHEBMOTOPakC,
Y 10 60nbHBX OTMEeueHn NOPOKKM pa3BUTHA Pa3nnynwx opranos. W3 peg-
KNX HaAXOgOKk cnezyeT OTMETUTb KMCTO03 nouexk (2 6O0NMbHBX) W KMCTA TrO-
nosHoro mo3ara (1 Gonbron),

Taxnm o&paaom, MbB KMENW BO3IMOMHOCTbL AHANUINPOBATDL KIAHMHUNECKUE

M WHbe gaHHbe Yy 173 60NbHBX MYKOBMCUMJO3O0M, W3 KOTOPHX CMEWAHHYK

®opMy 3aBonesannn nmenn 103 (59,5%), nerounyw - 24 (13,9%), kun-—
weunyw — 13 (7,5%), MexoHnanbhon uneyc — 8 (4,6%), oTevHO—-aHeMU-—
veckyw - 3 (1,7%) n atunnunyw -22 (12,7%).

Wecnegopanne NOTOBOWN MMUIKOCTH NPOBOLMAOCH NO CTAHZAPTHOMY Me-
Toay Gibson & Cooke.

MeTogn reHeTH4Heckoro W3y4HeHWAa BKAKMANK ONpejgenexHne HLA anTure-
HOB C NOMOWbBI NMAHEAN TUCTOTHUNHPYNUNX CHBOPOTOK JNEeHUHTPagCcKOT O HH-
CTUTYTd nepennBaHWA KPOBW W TeCTHPOBAHUE geneunn F 508 B xpomoco-
Me 7 ¢ nomowmbi NOAMMEpPa3HOWN uUenHon peakunun cnutesa BHK, 3axknwyawn-
wenca B HaNpPaBNEHHOW BHCOKOCNEUWONHHON AMNANOGUKAUKM ¢parMeHTa re-

HA MyKOoBUCUMgO3aA C nocnegywitnM pasgeneHnem B NONNaAKpUNamMugHOM re-—
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ne., AHANW3 MYTaunn NPOBOAMICSR NO MOTMAMNUMPOBAHHOMY METOgZY € BHCY—
WEeHHBX NATEH KPOBM HA OUNLTPOBanbHOR Symare B nabopaTopu¥ npeHa-—
TanbHOR FMATHOCTHKMW HacNegcTBeHHuX Honesnen HWW axywepcTBa M rune-
konornn PAMH r CanxT Netepbypr (B.C bapanos ¢ coaBT, i991).

WccnegoBaHe NPUMMHHLDX ATE€HTOB BOCNAAWTEABHOrO npouecca B ghxa-
TEeNnNbHOW CHCTEeMe NPpoBOIZMAOCHL NOCPEeJCTBOM ONpPEegeneHnMs CNeundnHecKknx
AHTHTEN K pecnupatopiom Bupycam metogom PTTA, a Takwe KONM4ecTBEH-
HOTO M3Y4YeHNna MUKPOOHOrO nNemn3ama MOKPOTH, NONYyHEHHOM MEeTOogOM Kau-
neBoro TONNKa. WMMYHONOrmnveckne napaMeTpb M3YNannch B TOpPOgcCKkOM
ZETCRON MMMYHONOTMHEecKkon nabopaToOpHHU NOCPEegCTBOM ONPEREeNneHna XOH-
USHTPAUNN MMMYHOTrNOSYNnNMHOB (Ig) A, M, G B caBopoTxe n MmMoxpoTe (B
Tom uncne SIgA) ﬁo metogy G.Manchini et al.(1965) u cogepxanng um-—
MYHONOTFWYECKM KOMNETEHTHHBK KNETOoK: ONAWKoco6pa3’ywwnx KNEeTok no Me-—
Togy H.H Knemnapckon (1969), T— »u B-numeountoB n ux cybnonynauun
MeTogom poseTkooEpa3zosauna (M, A . NMonaknuwa ¢ coast. 1983). Onpegene-
HMe peuenTopHOro annapaTa KNeTOk NEpOBOZMNOCH Ha Mogenun TpombounTta
C onpegeneHnem peTeHUWM KNETOK (CNOHTaAHHOW WM nocne f06aBNEHUR CTH-
MynaTOpPOB W HN0KATOPOB anbea— W HeTa-agperOpPEUEenTOoOpPOB - agpeHannHa,
Tponowena, anynenta) no metogy B N Banyga, 1931. B papgy ummyrono-
rmyeckux TecToB HamMun wncnonb3obanuce: HCT-tect (Park et al., 1968),
onpegenenne xomnnementa no 50, 0% remonnsy (CH'50) (N.C. Pesnnkxosa,
1967) ¥ uMpxynupywwnx HUMMYHHHX KOMNNEeKcCoOB (bigeon et al., 1977).

Wcnonb30BaHne MeToga PAagMOMMMYHROTO ananusa (pagnonoruveckasn
nabopaTopus HWUK OMNM) no3asoanno HaM NPOBECTH N3YHEHNE CHBOPOTOHHBX
ypoBnen ropmonos: Tupeougnwx (T3, T4, TTr), nomoBwx (OCF, AT, TN,
TecToCTEepoH, NpPorecTepoH, 3CcTpagnon) u gpyrux (xoptuson, I'P), a
Takke anbead®eTonpoTenHa,

XapakTep nOpaXeHWs NeveHn HaMu M3yHanca nocpegcTBOM ynbTpasBy-
KOBOT O CKAHHWPOBAHNMA, a Tarmke onpegenexwna Sunupybmna, npoTenmHo-

rpamMmbn # pRga @EepMEeNTOB B cbBOpOTKe kpoBu: ART (K® 2.6.1.2.), ACT
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(KO 2.6.1.1.), TTT (Kd 2.3.2.2.), wWd (K® 3.1.3.1.).

Tonck HOBBX TOYHBX METOZO0B gMATHOCTHKMU MYFr OB®CUM 033 NpUBEnN

HaCc B COgPYXECTBE& C COTPYgHWKAMW CE@KTOPAa RPUKNAgHON Gnoon3nkn

'
(pyxoBogntenb npoeeccop P W Munu) YpanbCcrKkoro nonnTexHnYecroro
MHCTUTYTa K pPa3paGoTKke fONOAHUTENBLHOrOo cnocoba naHOPaATOPHON AINAT—
HOCTHX M, TIPM 3TOM M MCNOZMAM M3 NPEINONOKEHUR, 4TO KONUHECTBEHHHE
MIMEHENNA B NPOAYKUMU CNH3IN NPH MYXOBUCUWZO3E MOryT HnTbhb CBR3IaHBD
C Hapyuwennem perynsauumy npouecca cexpeumum HasgMmMembpaHHbMun obpasoBa-—
HUAMU KNeTKkn. DBnao BwCKa3aHO NpPegnofNOXEeHMe O HaANMUU® NPH JAHHOM
3agonebatun 0COGOT 0O YHNBEPCANbHOT O CTEPEOXUMUHECKOrD CTPOEHUA My-—
UHN—-COAEPHAUNK CYBCTRHUNN, KAK BROZAWUMX B COCTaB HagMeMEpPanNHOT O
Cnof KneTx#, TaKk N IKIOKPHHOCEKpeTupyeMbx, MN3BecTHO, 4TO cTepeoxu-
MHYecKkan CTPYKRTYpPa COEgMHEHHR onpegensneT ero onTHHecKkune CBONCTBAa,
nO3TOMY 6wna MCNOAb3OBaHa CNOCOBHOCTBH GUONOTNHECKUX KULKOCTEN TNnpH
kpucTannnsaunn obpa3oBLBATb MUK OKPpUCTaAnAnHeckune TexcTypw, B ra-
YecTBe Hunonornyecroro obpasua 6wna MCNONL3IOBAHA CMEWAHHAR CAWHA OT
GONbHBX MYKOBUCUWZO30M M KOHTPONBbHBX KU,

Mopoonorna mUugxkOKPUCTANANYECKNX TEKCTYP B obpa3uax Kpucrtanan3o-
BAHHON CMEWAaHHOWN CHAKHB ONpPEegenfeTcR B3aUMOgzencTBHEM OpPraHuvHeckown
eopaxunn (B HYACTHOGCTH, FINKONPOTEMHOB — OfHOTrO N3 BUJZOB MYUMH-CO-
AepRammx cyb6cTanuun) n pacteoputens (Bogw). B pesynntaTte ux B3an-
MOZENCTBNR NPM MYroBHCuMpgO3e B 06pasuax KPUCTANANN3IOBAHHON CMeWaH-—
HOM CnwHb 06Pa3YNTCH ONTUHECKN AKTUBHBE (gBynyqenpenoMmnswune) Tex-
CTYypu Tuna CQepoOnnTOB U JE€HAPUTOB,

YUnTuBanA, 4TO Npn fJaHHOM 3260/€BAHNN B CEKpeTe CNUHHBX xenes
NPONCROANT yBENNYUEHUE COLEPHRAHNA "aHOMaNbHBX" ranwkonprennon (Red-
dy, 1985) u cunxenne obbeMa XM gKOW HACTH — BOgb, Mb NPEegNPUHAAK
NONbTKY BO3IZENCTBOBATb Ha MOPOONOruUw O0EPA3yNUNXCR! B KPUCTannmnia-—
UMONHEX OBPA3IUNaX CMEWAHHOR CNWHH TEKCTYP 3a CHeT BOCRNONHEeHNWs "ge-

enumTa" pacrpopuTens - Bogbm, PacueTHoe pa3sBegenne npobu HSmonorm-—
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4ecKk Ol MNWIKOCTU OT GONBHOTO MYKOBUCUMZO3OM NPHBOZUT K cCOo3gaHnKw B
HEel TaKOTr0 COOTHOUWEHWR OCHOBHHEX B3aUMOZENCTBYRWMX KOMNOKREHTOB ,
KOTOPOE 0K23WBAETCH gOCTATOMHBM gNA PAa3IBUTNMA npouecca 'CcaMooOpu—
enTauun" mMonexyn rnuxonpOTegHos B BONOKHOOEPa3IHbe arperaTth, Xa-
pakTeprbe gna cexpeTa cnwnnuﬁ wenes B Hopme (Puc.2.1.).

NTogobran pearuns obpasua BUONCIMYECKON WNMZKOCTHU Ha pa3BegeHue
OTCYTCTBYEeT npu gpyrux 3a6071€BaRHUAX, UMEOWMUX CROgHYKW C MyKOBMCUN-—
KO3OM KNHHHHECKYW CUMNTOMATHKY., ITO NO3IBONUNO WCNONL3IOBATh Npegna-
raeMan Cnocod gHMArHOCTHMKM MYKOBMUCUMZO3X ANR [UOCEPEHUNANLHOR Auar—
HOCTHKN E€Tro C XPOHNYECKMMU Hecneuusuveckumn 3a60NTEBIHMAMM KENY gOHHO-—
KHWEeUHOTr O TPAKTa, XPOHMYECKHUM PEeUNgUBHPYOUNM NAaPEeHXWMATO3HBM napo-
THTOM,

Taxnm obpa3omM, HaMW BnepBwe yCTAHOBNEHO MAapKepHOE OTANYNE ME30-—
MOP@NW3IMA CMEWAHHON CHAKNHH NPW MYKOBMCUMFO3E, NOJTOKEHHOE B OCHOBY
HOBOTO HEeEHOXHUMHHECKOro cnocoba nabopaTOPHON gMATHOCTHKMW JAHHOTO
3abonepaHng,

YpoBeHb gMATHOCTHYECKON BANWZHOCTH npegnaraeMmoro cnocoba guar-—
HOCTHKM MYXOBUCLMZO3a JOCTATOMHO Bwcok u coctaenaeT 97,3%, anano-
TUYHEN nNoKka3aTenNnb gNR NOTOBOro Tecta paBHAaeTca 94 ,5%.

HennBa3uBHOCTL, MeTOgNYECKan NPOCTOTaAa W BHCOKaAR MHOGOPMATUBHOCTDL

HOBOT O HEHEMOXUMUNECKOTO cnocoba gMATRHOCTHKM MYXOBUCUREO32 NO3BONAR-
€T pexoMeHgoBaThb €r0 K WAPOKOMY BHEZPE&HHI B NPakTHKy.

U3 nabopaTopHaX METOJ0B NM3IYHEHWA COCTORHMA CHHHHBX NENE3 Hamh

NPpOBOZUNOCH NMCCNEZOBAHNE BRA3KOCTH CMEWAHHOM CHKWHD C NOMOWbKW BA3-—
xoaumeTrpa BK—-4 # HMOXUMNHYECKHX NAPAMETPOB: ONpPERENEHNE KOHUEeNTpa-
UMM WMOHOB KkanbuMs, HATPHA, Kalna, MACHWR MeTogOoM aToMHo-abBcopbuu-—
OHHOW cnexTpoecTomeTpun (B T Konb c coast,, 1982). Kpome ToOTO,
npoBognnach cHanomMeTpusa (onpegenenne obbemMa CNOHL, BhgenrLUENCs

32 10 MuH) M KOHNTPACTHAR CHRANTOrpaeonf’! C UCNONLIOBAHNEM BOJOPACT-—-

BOPUMOT O PEHTreHKOHTPACTHOTO npenapata “"Beporpaeur" 76%.



A. Hopma (B0/10OKHOO6pas-
Hble CTPYKTYpbI)

B . Mykosucunaos, HatuBHas
cnoHa (cdeponuTsl,
AeHAPUTbI)

B . MykoBucumaos, cnioHa

nocse AHMOLUN( BONOKHO-
06pasHble CTPYKTYpbI)

Puc.2.1. lNongapusaynoHHasa MUKPOCKONnS
C/IFOHbI 30PO0BbIX N B0NbHbLIX MYKOBUCLNAO30M
(x 160)
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HETO[IH HCCNesoBaAHNA OYHKUHOHANBHOTO COCTORHMS Kapgunopecnunpa—

Tabaunua

KonuuecTBo cneunanbHuXx MeTOz0B 06CNegO0BaHME

2

<.

3.

Metogw nccnegoBanna

KonnwwecTtso

SonbHEX KoHTpono

1. NaGopaTopuue

1.1.TeneTuvecxne

Cemenno-reneanorniecknin aHann3 AHreTunpoBanue 116
TecTtnpoeanne F508 77 49
Onpegenenne HLA anTturenos 24 250
Onpegenenne oerOTUNA NO NONHMOPOHOMY TeHe-

THMECKOMY Mapkepy (THNYy YwHOR Ceph) 37 96
1.2.immyHonrnuekne

Konuentpaunas UMK, xomnnementa, HCT-TecT 43 28
CoBOpPOTONHBE WMMYHOTNOOYRMHEB 54 28
CexpeTopHBe UMMYHOTrnoBYnnHRB 64 59
T- n B-numoounTn M ux cyénonynaunu 56 43
1.3.Topmonranbrue

Fopmonr pocTta 16

oCr, NI, TecToCcTepoOH, NpPorecTepok, >CTpagnon 16

xopTnson

Fopmonw wmntoBUgHOR Xene3w, A 25

1.4 .DaxTepuonorunyuexue

HapacTanune TuTpa NPOTHMBOBURPYCHHX aHTHTEnN 26 44
baxTepnonorna MoKkpoTh 71
1.5.bnoxumuueckne

AnexTpoOANTH CNIOHY 38 2
3nexTponauTw noTta 116 5638
Oyrxunn nevenn (ypoBEeHb @EpMeRTOB M gp.) 52

Tpo6a ¢ d-xcunnozon 17 43
1.6.Npoune

AnboaceTonpoTenk anbea-1-uHTrnGUTOP NnpoTeas 21 241
AuHamMuueckan eyHKUHR TpoMEOUMTOB 21 85
BA3KOCTb MOKPOTH M CAWHE 57 24
Kpncrtannocronus cnwnn 38 23
CaxapnHoBrIl TecT 46 79
2. WncTpymenTanbHue

CaTypauns remornobura 67
MakcuManbHuEl NHK BryOXA 64 38
Kapgnonnrepsanorpaons 72

dxorpaona GpOWHOM NONOCTH 51
Cnanorpaensn 17
3. Aytoncus 57
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TOPHOM CHCTEMB BKNINMANN B cebA onpegeneHne KapguOMHTEPBANOr Pad®UM
(KWI') metogom NAPC (MaTeMaTuweckuil aHanIu3 pUTMOB cepgua) YTBEp®-—
gennom M3 CCCP np N10-11/100 ot 18.07.1989; nynbCcoKCcCHMeTpuun C no-—
mombi annapaTta Omeda Biox 3700e n PEerncTpaunn MakCHMannHOro nNOTO—
ka Bbgroxa annapaTtoM Peak Flow Meter (PFM).

‘AN n3yvyenns O6paTHOM CBA3N C pPognTensaMu HONbHEX geTeh Hamu
NPUMENRNCA METOg AHKETHWPOBAHWA CceMen, gna uHero 6mna paspaboTaHa M
pacnpocTpalhelina cneunanbHaa aHKkeTa,

O6bem OCHOBHHX METOZOB MCCnegoBaHWR npegctaBaed B Tabn.2.3.

Bcem GonbHbaMm B oéﬁaaTeanom.nopanxe HEOZHOKPATHO NPOBOZMACSH no-
TOBEHN TecT (He TONMbKO C UENbW YTOHMHEHMWS gMArHO3a&, HO W NS BuaABAEe-
HMA JUHAMMUKW 3TOro nNoKkasaTens B 3aBUCHUMOCTH OT BO3pPacTa # TEeHEeHus
6one3nn), a Takwe PEHTreHorpadus OpraHoB rpygHon kxnetin, Npn Heob-
XOZMMOCTH NPOBOgWNACL PERTIrEeHOTPaduR NPUIATONHHX Nalyx Hoca,

06paboTka pe3ynuTaTOB MCCNEgOBaHWA NPOBOLMNACb METOgO0M Baphaun-
onHon cTtatuctukn (N ,C Kamuncenn, 1964) ¢ BuouuCneHuneM CpegHuX Benn-
YWUH (i), KBAagpaTNUHHOTO COTKNOHEHNSR (S), ownbkn cpegHen (m). Ana Bb-
YUCNEeHns HenapaMeTpUuecKkUX nNapaMeTpoOB MCNONb3OBAaNOCh npeobpasoBa-—
Hne Onrwepa ( =2arcsin\/ ﬁ—), Takwe npoBOgUNCHA KOPPENAUNOHHEGN aHa-

2

TN3: XO30enUMEHT kKoppenaunn (r) um Kkputepun x
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r " A8 A III
KHTWHMWHKO-NnADBOPATOPHA A4 X APAKTEPMUC-

TWKA bOnNbHBX NYKOBUCYHUWAO3IOMNM
J.1. Kanunvecrxas xapTuha MyxoBucuugosa y geTen

Mo ganuwwm I . Hill et al.(1988) cpeguunr BO3PaACT NORBNEHMA CHMNTO-
MOB Yy HONMbHHX MYKOBUCUWIO3OM COCTaBAReT 4,2 mec, Haun ganHrnwe oTan-
HaWTCH OT NPHBEegeHHmX B CTOPOHY NOBLUWEHURA: nepBuwe cuMnToMp 3abone-—
BAaHNWA OTMENYeHb B cpegHeMm B BO3pacTe 7-§ mec. Nlpn 3ToM B BO3pPacTe
ZO TOga chMnTOMbB PO3HMKann y 65 ,1% naumentom, OT roga go 3 net -y
24,3%, ot 3 go 6 netr - 3,7% n ctapwe - y 1,9% 6cabnbx,

Cpegn HaGnwgaBUMXCR HaMn GO0NbHBX CPEgHAR MAacca Tena nNpun pomge-
HUNW paBhHanacb 3422+563,7 r, 4TO BNONHE COOTBETCTBYET CPEgHMUM gaH-—
HEM B nonynsumn, CpegHR® MAcCCa HOBOPOMJEHHHX MAaNbYUKOB COCTaBARANA
3317,9+957,9 n gesouex - 3241,8+538. N

B ganoHeitweM Macca Tena H0/bHBX CHHNAETCRA HUXKE HOPMB C HEKOTO-
PbM nNnogzbeMoM B cpegHem wmkonbhom Bo3pacTe (Puc.3.1.). Npn ananuse
nponopunn 60nbHEX OBHAPYKMBANOChb Ccnaboe pa3IBUTHE NOZKOKHO-WHPOBO-
To cnos, yBENWMEHHEe OKPYKHOCTW TPYyRHOM KNETKkM, CHHUREHue pocTa,
Pazeutrne gncTtpoenn y HOAbHBX HANPaMyw caésauo C HapyuwenmneMm pgen-
TEeNbHOCTH CHCTEMH NUUEeBapeHWs, NP ITOM XAPAKTEPHHM HABARAETCR TO,
YTO TUNOTPOOHSA PA3IBUBAETCR HA QOHE HOPMANbLHOTO MNIM gaKe NOBHWEeH-
HOTro anneTnta., XOT®R MHWevHas Macca y 60AbHmX Myxosucunnoaém CHU-
Wena, abCcONMWTHAA CKOPOCTb fErpagaunn MuuEHHuX 6enkoB He H3MeHera
(Soutter et al., 1985).

o gaHHLM AMTEpPaTypH KOHBREHNTpauus ropmoHa pocta (I'P) y 6onbrux
MyXoBucumg03oMm 6ona HopMmanvbHon, nu6o nonnkennon (Nikiforuk et al.
1971; Bedford et al., 1992). Ans BwABNEHMA BO3IMOMHOTO yvacTtnsa TP

B OTCTaBaHWN GH3IMNECKkUX NapaMeTpoB M NPOBENW UCCnegoBaHne ero ch-

BOPOTONMHOrO ypoBHA y 16 Honbrbx MyxobBncumgosom oT 3 go 17 net, Kax
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nokaszanun pesynbTaTbh, CPEegHRA KOHUEHTpauus [P coctaBuna 5,1+0,9
ng/ml, H4TO He BHXOAMNO 3a HOPManbHBW Pa3Max KoneGaHWK (1-10). Og-
HaKo, ¥y 3-x BonbHwex cogepxanne I'P oxaszanocn Mmenee 1,0 ng/m}l, us
KOTOpHX gBOE B HacTORWEee BpeMa Norumbnn, BBugy HEMHOTOUMCAEHHOCTH
HaGNWLeHnN TPYy HO CgeNlaTb BHBOZ O NEPBUYHOCTM UAM BTOPUNHOCTH M3—
menennn TP y 3Tux 6onbHbX, HO B uenom I'P He oxaanwpaeT BAMAHMA Ha
nokaszaTenyu OW3INYEeCKOro pa3BUTUR 6ONbHBX,

B nHabnwgennax M A Gageepon (1984) y 60AbHHX MYKOBMCUMZO30M NO-—
POKN Pa3BUTRA OTMENannco y 23% NaunmeHTOoB, TOrga Kak B CpegHeM B
HZETCKOWM NONYyNAUMN NOPOKM BCTPEHAKRTCH y 8,1-8,5%. Mo Takwe o6pa-
TUIN BHAMAHWE Ha CONETANME MYKOBMUCUWULZO3A C BPOXZEHHBMKH NOPOKAMM
pa3BUTHA, KOoTOophe 6unn obhapywenb y 18,9%.

'

Takoe KnMHMYECKOEe NOHATHE, KaK CHHAPOM "conenoro pebeHka' Mpt
CMOT M OTMETUTL Y KAWgOro TP&eTbero 60AbHOro, HTO BHPAWANOCb B OT-—
TTOXEHUN KPHCTANnNosB conu.na KOMEe /Tnua MAW NOogMBUWEeHHRBX BNagHMH, NOAB-
neHnn "HaxkpaxManeHHoOro" Henunrka nocne NPONUTHBAHMA €ro noTom, CO-—
NEHOM MM jgame TOpbKO—-CONEHOM BKYce nouenysf pebeHKka, NOBHLUEHHOM
notpebnenun conn. Kakx u3secTHO, Yy GONbHHX MYKOBHCUWUZO3OM Npu nepe-
rpeeBaHnn # CBR3IGHHON C 3THUM PEe3KOW nNOTepen INEeKTPOANTOB NOTa MONET
HRCTYnNuUTb Y ONAaNTOMgHOE CcOCTORHne, Takoe cocTtoanne oTrmewanocs y 4
n3 116 Gonbnomx, uwTO cocTtamuno 3,5%.

Hanbonee nNnocTOfHHBA CUMNTOM MyKOBMCUNZO3A -~ Kawenb, KOTOpPBN
MOXET COXPAHATbLCH HA ®OHE Y[OBNETBOPHTENbHOTO CaMO4MYyBCTBMA W npy
OTCYTCTBWM NPU3IHAKOB PecnupaTopHOn uHeexunn, O6BYHO kawenb cyxon
MW MyqNuTenbHbBW, C TPYgHO OTgenaemon Mokpoton. OxgHako 3To genenune
YCNOBHO, NOCKONbKY BHPAXKEHHOCTH KaWNfA MEHANaCb y GONbHBX B 3aBUCU-—
MOCTH OT ¢a3w SonesHn, BO3pacta W gp. llpaBunbHee roBopuTb O TOM,
HTO BLHPaXEHHOCTb Kauwng| y 6O0NbHBA MYKOoBMCUMZO3OM ©Gbna pasnuvMHON: OT
P&3K0oro NnOCTORHHOIO C CTgeneHunem TyGTOM MOKPOTH, KOTOPHU gANTEAbRO

EEPKUTCA nocne nepBOM NEPEHECEHHON NHEBMONUW WNU EPOHXMTA, NPUCTY-



80
noo6pa3HOro O pPegzKoro cCyxoro, 3avacTynw OH UMEen XapakTep Koknnuwe-—
nogobHOro, 3NN30gb KOTOPOro ML OTMeuann Y 17% 6onbhux, Npn ob6ocT-
peHnn GPOHXONErovMHOT O NPOUECCA KawAw KaKk NPAaBUAO CONYyTCTBYWT Opbl-—
Kka M umanos,

ODCO6EeHHOCTBI AYCKYNbTATHBHOM KAPTUHH Nph MYKOBHCUN O3 @ABNRAET—
CH Harnune NOCTOAHHO MW HacTO BLHCAYUWBAEMHX BAAXHHX U CYXHX XpuU-—
noB B NEerkux, game bHe 0LOCTpeHnna GPOHXONEro4Horo npouecca., Xpunwm
O6pYHO BHCNYWHBAWTCR HA QOHE WECTKOr0O gHXAaKNg,

HeobxogumMO OoTMETHTL, 4TO B NpPoOUECCE NEeMEeHWA, NPH RAIHAHEHUM My -—
KOMTHTHHECKUX CpPegcTh, B pPAge CNy4HaeP MEHRNAch KaKk ayCcRynbTaTHMBHAR
KapTnha, Tak M XapakTep Kawna, NPUYeM NOCNEegHMR CTAHOBHACH NpPOgyK-—
TUBHHEM, C Ny4HlWNUM OTgE&NeHneM MOXPOTH, HTO MH CBRA3IWBANN C gEeNCTBUEM
YKA3aHHBX NPEenapaToB W CHNTANN NONOKUTENbHBM NPU3IHAKOM,

Wamenennn NIOP-opranoe y 60NbHBX MYKOBUCUMZO3OM BCTPeEHawTcs go0-
BONLHO HAacTO U NPegCcTABNEHH WWPOKUM CnekTPpOM,

Onex TPOHHOMHKPOCKONNHECKOE N3y4eHne CAN3INCTON Hoca OoGHapywuno,
HTO M3IMEeHeHns B méneaax 3&TPAruBanwT B OCHOBHOM TpybuaThe KkAeTk#H,

B XOTOpPHX HabnwgaeTCR pa3nNYHON CTENEeHU BHPANEHHOCTH rrnnepcexpe-—

una (C M. TFasanoB c¢ coasT, 1976). TNpugaTovnme naayxn Hoca, Kak

)
NPaBMNO, 3aNONHEHH CEKPEeTOM W BHCTIAHB CEKPETOPHHMKI KNeTKaMu
(K.nopuyx, 1988). HapywaeTcs # 3INEKTPOOUINONOTrHA CEKPEeTOPHOTO
npouecca, 47T0, B HACTHOCTN, BHPAXAETCH B CHUNKEHNN BONbTaka Ha-
3anbHON pPAa3HOCTH noTeHuunanos (3Sauder et al., 1987).

Bcex ob6cnegoBaHHbx 92 60nbHbBX Mb pa3ébunan Ha 4 rpynno: l1-8 -
19 pgeren or 1 roga go 3 nev; 2-9 -~ 29 6onbHbx 4-6 net; 3-a - 19
reten 7-10 net n 4-8 rpynna — 24 6onbnmux ctapwe 10 netr., Takasn
TPYNAUPOBKA NO3IBOAMNA NPOCNEIAThH U3IMEHEeHMS CTPYKTypw 3aboneBanHnn
B po3pacTHoM acnexTe (Puc,3.2.). Tax 4acToTa XPOHUHECKUX M peun-

IMBUPYOWNK OTHTOB YMEHbwanacbh C BO3PAcTOM: B 1-n rpynne 4 6onbHvxX

(21,1%), Bo 2-n - 5 (17,2%), B 3-n - 2 (10,5%), B 4-n - 2 (8,3%).
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B obuwen rpynne EonabHHX OTMe4weHo 13 cnyvwaee otuta (14,3%).

ObpaTHanf TEHFEHUWA NPOCNEXEeHa B OTHOWEHMNMN MNPOHHYECKUX CHHYyHTOB:
BOo 2-#W rpynne - 12 (41,4%), ® 3-un - 11 (57,9%) »n B 4-u — (54,2%).
Bcero pMarHo3 XPOHMNECKOTrO CUHYWTa 6vin NocTaBnenH 36 SONbHbM -
(39,6%). HYacToTa ob6HapyHeHMA NONAMNOB HOCA TAKXE NOBLWANACh OT 2-0
20 4-h rtpynnw: 1 (3,4%), 3 (15,8%) »u 4 (16,7%) cooTBEeTCTBEHHO,
Bcero 3aperncTpupoBaHO 8 HonbHbX C nonunamu Hoca (8,8%).

Knnunyecrans kapTuMHa CUHYHWTOB NPW MYKOBUCUMZO3E& HE HMeeT Cchneuun-
PUHECKHN H4EPT, 33 UCKINYEHHEM BR3KOTO XapakTepa BBIENEeHWH U3 HOCa,
ABYCTOPOHHOCTH NOPAXEHWRA, YNOPHOTO W gNUTENAbHOTO TEME&HWK BOCNaniu-
TenbHOT O npouecca, CHUMNTOMATHKa PECNUPATOPHOTO CHUHAPOMa NPU MyKO-—
pHcungole (ynopHuh Kawens, Bhgenenne rycToln MOKPOTH, CHMNTOMH MH-—
TOKCHKaunn) "nepexpoBaeT"” KAWHUKY CcuHynta. OCTpbe CHHYHTH y 3TuX
GonbhRbBX Bcrpewamrcn‘penxo, lonuno3s Hoca MOXHO cuuTaTbh CcnegcTBuEM
XPOHNUHECKOTO BOCRANEHNRA HA NOYBE U3IMEHEHUA MYKOLWUIWAPHOTO annapa-
Ta, OgHAKO TOALKO 3ITUM NPHUMHA BO3HMKHOBEHHR W PELUNINBNPOBAHNA NO-
nMno3a Hoca He ncuepnwpaeTcqA, [lo ananorun ¢ nonnno3om npun GPOHXKU-

anbHon actme (B,T.Bonkxom ¢ coaBT 1992) MOXHO NpPejgnoONOXMTbL yuac-—

-
THE XPUCTANNOB Kanbuna B revese nonunob, o Bcen BUIUMOCTH, NOAN—
Nb ABAANTCR CBOEro pojga 36EeppeROBCYXUMH y3NnaMu B CTagNn HENOAHOTO
OKOCTEHEHNRA, COZEePXAWNMH ®OCRATHO-KRPOOHATHHN KOMNAeKkc,

Takxnm ob6pasoMm, Yy GONbHEHX MYKOBHCUWJO30OM OTMEHAETCR 3HAUNTENb-
HAR 4acCTOTa XpoHndecknx nopawxennn NOP-opranos —'y 67,3%.

Knaccnyeckne NpoORBAEHUR KWUWENKHOTO CHHpPOMa NPH MykoBACcungose
onncaHb FOCTaAaTOMHO MogpoBHOo B nuTepatype, !l MOXeM noBTOpPUTbL, MTO
cpegn HabnwgaemMuX SONbHBX C KWIWEYHBM CUHIPOMOM OTMEHANNUCh CTeaTo-
Pef BNAOTbL ZO NOABRERNR BUINMBX TN1a30M Kanenek Mrpa, HAPYWEHHS Xa-—
PaxTepa cTyna (XWpHbNW, 3aMa3k00o6pa3Hbi, 3N0BOHHuNA, OBMAbLHBA, a
Takxe vepegoBaHWe NOHOCOB ¢ 3anopamn), Tlpoba ¢ d-kcunoson nosso-

NAET OueHNTb CTEeneHb BCACHBAHWA YyTr7eBOgOB Kak B TomeN kxuuwke (nop-—
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unma 1), Tak W B gUCTANbHEX OTgenax TOHKON Kumwku (nopuus 2). Y ob6-
CNepoBaHHBX HaMi GONbHHX CYMMApPHHN CpegHWi noxkasaTenb npobm < d-
KCHNO30N OKa3ancs CHUReHHBM - 22 61+3,1% 3a cuer HAPYWeHHR BCACH-
BATENLHON GYHKUMW M HAYNANbHBX (12,,68+1,9%) n gucTanbHbux OTgenos
(9,93+3,4%) ToHkoro xunwewnnka, Y 19% GONbHEX HAPYWEHNA geoekauun
NpPUBOAUIIN K TAKUM AHOPEKTANbLHHM OCNOXHEHMAM, KAaKk AHANbHHE TPENWUHb
M Bunagenne npsmMon kuwkn, Kak HaMm yganocs OTMeTHTb Nog60p ageksaT-
HOM f[O3B GEpMEHTOB NPUBOAUNT K NOCTENEHHOMY HCHE3IHOBEHUN 3TOr0 CHUM-—
nToma, CnegoBaTenbHo, 3TO MOMET H36aBUTb GONLHOrO OT HEONPaABgaAHHO—
o XMPYPru4eckxoro BmewaTenbcTBa,

Y vacTn BONbHBX OTMEHanncb HONWM B XUBOTE 32 CHMEeT CKONAEeHMa ra-—
30B B KHWewnnke, fABneHna mMeTeopu3Ma ONpegenfnnwT NPW @U3IHKANbHOM 06—
CnejoBaHWM YBENNYEHHBR XNBOT, HTO TAKXE CBA3AHO C TMNOTOHMEN Muulu,

B Hawnx HaGAwgeHNAX Mb BCTPETUAW TPW CAYHAR NO3IgHEro uneyca
(3xBHBANEHTA MEKOHWANBHOTO MNeyca), H4TO NPORABAANOCH B BHge MHBa-
rMHaunMn B NPOMEXYyTKEe Mexgy l1-m u 2-M rogaMym XNU3HKM W NPUBENO K XU-—
pPypruieckomy BMEWaTEensCTBY C pe3ekunen HacTun xunukn, B 3Tux crayqa-
AX B NpPOCBEeTEe KNWevHHKka oHHapyYKuUBaeTca 3ama3koobpa3iHam Macca Tuna
MexoHufA, XapakTepHO, 4TO galhne 60NbHbEe nNepeg pa3BUTHUEM NO3gHEro
nneyca He NPMHMMANN NAaHKkpeaTnHecknx $EPMEHTOB, 4TO MOTLNO EHTh He-
nocpejCTBEHHON NPUMNMHON Pa3BMTHURA 3KBUEANEHTaA MEKONMANDBHOTO uneyca,

SxXorpaeonuecroe NccnepoBaHne NOAXRENYRZOMHON Xene3n NO3BOAWNO Bh-—
ABUTb M3IMeHeHnna y 42-74% NaunenToB C MYKOBMCUWZO3OM, M3 KOTOPLX Y
90,5% 6un nonyvwen ycunenHwn 3XxXocurHan; y 3,6% obHapyxuBanncb Kknc-
TH # y 1,4% S0onbhnX pacwnpeHne npoTOKOB Xenein (Gottschalk et al.,
1989). B nawen cepun nabawgennn (51 6onbHON) OOHAPYRUTbL MaAKPOKMC—
TH B NOgXenypOqHHOM xenese yganocCb y 5-Tnn GonbHmx (Pnc.,3.3.), no-
BHWeNne 3XOCHTrHana y 18-Tu, ybennvenne wenesm y T7-mn na 51 obcne-

rOBaARHOro GonbHOT O,
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3.2. Knunnvecrxan xapTHHa y NOLFPOCTXCB # B3POCAHXK

Cpegn HabnwgaBuwnxcs Hamu GONbHLX 22 naunenta cbcTaBuau rpynny
B BoapacTe OT 15 go 39 netr, CpegHnn ypoBeHb XNOpPUgOB NOTa Yy HUX -
84,6+6,7 mMmonp/n. Npn 3TOoM HeOEXOgMMO OTMETWUTH, HTO MYKOBUCLUMLO3
B3POCABX CKnagbBaeTcnAa He TOAbKO 3a cHeT cnyuaep "nopapocnebuwero”
ZETCKOTO, HO W 3a CHeT BOABJIEHUR €ro Cpegun B3IPOCAbHX HONbHBX C ne-
roMHOM W TacTPONHTECTHHANBHOWN naTonoruen, B ganwnon rpynne 60nbHBEX
HAYANO KANHNNECKHMX NpoABIEeHuMn HbNo 3aperncTpupoBaHO go roga y 5,
ot roga go 3-x y 13 6onbHwx, o7 3 go & ner y 2-x, ot 5 go 7 net y
3-x n ctapwe T net y 2-x. Mo cyunTaeM 3TO NpUHUNNUAAbHLM, Tak kKak
ZAHHOE 06CTOATERbCTBO CYWECTBEHHO MEHAEeT B3rnfg Ha MYKOBUCUMJO3,
TONbKO kax Ha 60ne3Hb NPOUCTEKawWyw M3 JeTCrOoro BoO3pacTa.

Y 14 n3 22 B3pocnbx 6O0NbHBX OTMENANINCb TaKkne NPU3IHARKH, KAK NO-—
BHWEeHHOE nOTpebneHne CONM WAWM CONeHun BKyCc koxn, W ecnn y B3pOC-—
X 60AbHEX, B OTANMHE OT geTen, He 6bui0o BHRAgEHMA KPUCTAnNnoB CO-
M Ha KOXe, TO TEeM He MeHee 3TO gaeT HaM npaBoO OTKalaTblCA OT Tep-
MHHa "CHUHgpOM coneHoro peteHka" pacnpoOCTPAHWB 3TOT CHHAPOM Ha
B3POCAWM KOHTHHTEHT GONbRWX, Npugap eMy Ha3Banne s. aegrotus sali-
nus (cnHgpoM coneHoro S0nbHOro).

OCcO6EHHOCTH KNMHANECKON KAPTHMHB NOPANEHNA HEKOTOPHX OPraHoBs ¢
cHcTeM Yy NOgPOCTKOB WM B3POCHBX MH PACCMOTPUM HUXe, B HacToOamem
pa3gene peuybn nongeTt O Nero4HbX M WEeNygZOMHO-KWUWEHHHX NPOABAEHNAX
MYk oBMHCUNLO3A,

Cpegn HabnuwgaBWMXCRA HaMn GONbHHX NPU3IHAKK GPOHXONEro4HOro npo-
uecca OTMeHManWcb B TOM MAM WHOW Mepe y BCcex, ITO cornacyetrca € nu-
TepaTypromn ganusmr - 99,7% (Penketh et al., 1987). OcHoBras wano-
6a - ynopubit, NOYTHM NOCTOAHHDNI, NOPOW MYHUTENbHHBW UAN pegKknn Cy-
XOW Kawenb, Hawle BHPAXENHBR Nph NpobykgeHnn yTPOM A nocne ananuec-

Kon Harpy3skn, Taxoe YXyguenne CcOCTORHMA B YTPEeHHUWEe Hach, Tak Ha3b-
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paeMbit morning dipping, ABNAETCA OTAUNUTENLHON OCOBCHHOCTLN Teye—
HnA GPOHNONEro4HOoro Npouecca Y NOogpoOCTKOB M B3POCABX C MYKOBMCUH—
go3oM., B oTnnune or geter 0BOCTPEHME G6POHAOAESTOMHOIO npouecca npo-
TEeKkaeT B OCHOBHOM NO TUNY GPOHXNTA; HW Y OfHOTO M3 GONBHBX MB He
¢UKCUPOBANTH NHEBMOHUYECKUX BCNbwek. Wamenenna B nerkux vawe gby—
CTOpPOHHUE, Y ogHoro HonbHoro 28 net B TeveHWe rogxa IBaxgn OoTMewan-
i .

CA CNOHTAHHHBA NHEBMOTOP2KC 3a CHeT pa3pwpa Gynn, WaMenenus B no-
3BOHOYHMKE B BHEE KMOG3a B CONETAHMM C GONAMU B CNNHE Mb OTMETHIM
Yy 2 60nbHubx,

Knninuecran xapTMHa NOPamMERNS KeNygO4HO—KUWEWHOT O TpaxkTa y
B3POCNHBX NPakTHUHECKN HEe OTAM4AEeTCR OT TakoBOW y peTen, Hm y ogHo-
ro 6071bLHOTO0 HE OTMEHANOCb NOBLUWEHHOW MAacch Tena, a y 7 60AbHBX aH-
TponoMeTpHveckune napamMeTpn 6N HUXKE HOPMb, ANnNeTHMT xak NpPpaBUNoO
nNoBLWEH HMNAKN HROPMANbHbBK, Bpemsa 0T BpeMedHn HONbHBE OTMEHANT MUPHLM
NN PA3MUKEHHBN CTYn B uvepegoBaHun c 3anopamn, W3 nabrnwgaembpx na-
UMEHTOB TakOW CHMNTOM, KaKk BHNAgEHNE NPAMON KHWKH OTMEHEH Yy OgHOMN
Gonbnon, WHOrga OTMEHAWTCR CHMNTOMB NOPAXEHMA HENMHEeBHBOZAMWUX NyTen
M nevenn, OgHaKO, KNHHHKA 3ITUX NOPANEHNUN HE fOCTHUTAET gpamMaTHyiec-—

KON CcTenerun, CBONCTBEHHON HEKOoTOpuM H0NbHDM geTam,
3.3. PenTrenonornyHecxaf RapakTepHCTHKA N3IMEHEeHWUNn B nerxux

Hanbonee THNUHHBM PEHTreHONOTMYECKMM NPH3HAKOM MYyKkOBUCLUJO3A
ABNAETCR PACNPOCTPAHEHHBN NONUCEr MEHTAPHHM XAPAKTEP NOPANEHHA Ner-—
knx (C.B,Paunncrusn ¢ coabt., 1974; B.A.lNnatonoBa, 1980; B.A Kaprta-
BOBa ¢ coaBT., 1987). BegywnmMn B PEHTreHONOrn4eckon KapTiuHe cne-
IYET CHUTATb M3IMEHEHME HHTEPCTHUMANDLHON TKAHW, PACNONOKEHHOW nepu-—
6pPOHXNANbLHO, 4TO NPOABNRETCH B YCHAEHWHW NEroMHOrO PHUCYHKka, noseBne-
HHW CeTHaTOCTH, AHYENCTOCTH, TAMMCTOCTH PNUCYHKa W CONPOBONgaeTCR
pacumpeHneM U HeHeTKOCTbN, CMA3aRHOCTbLW KOPHEeN, AeoOopMaunsa nerovu-—

HOTO pUCYHKa Hepegko CONPOBONJAETCH NOABNEHWEM JNINHENHBX W OKPYyr-~
y i Py
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nux TeHen (b.4.Annatos ¢ coamT., 1982; H.W_ Kanpanos, 1986), yuacTt-
KaMH HepaBHOMEPHOTO 3aTéMHeHMn (A.M.Rpumaxoa, 1980), mcnempennoc-—
Tb TEHEel M X KONbUEBULHOCTBN (Chrispin et al., 1974).

B nepnog peMHCcHn B TOW MANM MHOM MEPE COXPAHANTCS MHOUNBTPARTHB—
HpE& HW3IMEHEeHMRa, HTO g3eT BO3IMOMNHOCTb paccMaTpHBaTb MX KaK OTEK MH-—
TEPCTHUNANBHON TRAHW C NOCTEeneHHubM pa3BuTueMm ckneposa (B.A Kapra-
poBa, 1985).

Hapfgy ¢ PEHTreHonoTHMNEeCKMMH Npu3HakaMu, Honee MAM MeHee TUNMH-—
HbMK g1 MYKOBUHCUMZO3A, OTMEHAWTCH M U3IMEHEHUS, XapakTepHbe g8
EpPOHXO3KTA30B, peunguBupyniiero SpPoOHXHTa, OPOHXManbHON acTMmbe, Kap-
THH& Pe3KO MeHReTCca NPU NOARABAEHWNU OCNOXHEeHuRn: abcuegnpywmen nHeB-
MOHMM , NHEBMO— ¥ NHONHEBMOTOPAKCAa, [EKOMNEHCHPOBAHHOIrO NErovHoro
cepgua (H. W Kanpanos, 1986).

Tlpn oueHkxe pPEeHTreHoONOrn4ecKkmX NPHU3IHAKOB 3a60NePpaHnfa Mb Bhge-—
AMNM gBEe TPynnbh CHMNTOMOB: nepBaf npegctTaBnaeT cobon KOMRnexc,
XapakTepn3ywunn raybokne cucTemMHne HapYWeHWs; BTOpaf - OoTpaxaeT
npnobpeTenrnbe peHTrenHomopeonorunvecxue npunsvakun, K nepeon rpynne
CUMNTOMOB Mb OTHECAW TUMOMETanwnw, BwABIEHHYN Y 14% Sonbhbx, Megn-
acTuHanbhyw rpoxy (20%), geeopmaunio rpygHon knetkn (43%), ynnoue-
HMe kynona gwaseparmb (64%), smensemy nerxux (72,5%), kxneos n xan-
HOBUHYN [E®OPMauM IrpygHbBX NO3IBOHKOB, IE€POPMAUNK TPYAWHB, pacum-—
PeHne 3arpygMHHOrO NPOCTPAHCTBa, yBenWNEeHMe nepejgHe-3ajHero pasme-
pPa rpygHom xneTkw,

Ko BTopon rpynne cumMnTOMOB 6bJM OTHECEHH: U3IMEHEHNWEe NPO3pa“HOC-—
TW NEerouYHwLy nonen, NEepecTponka NeroyHOTro PHCYHKa, HapyweHune CTpyk-
TYPW NEerodHbX KOpHEen, Oo“aroene, ®OKYCHne, CerMeHTapHWe W goneBue
IaTeMHennn., PenHTreHonornyeran KapTuHa Yy GONbHBX MYKOBMCUMZOIOM Xa-
PakTepn3oBanacb: YCHNEHHEM M gevopMaunen GPOHXO-COCYgNCTOrO PUCYH-—
kKa y 82% 6onbHbX, NOBTOPHHMM OHATrOBHMU W CErMEHTAPHLMMU NHEeBMORU S -

Mn (69%), cTorkumn aTenexkTalamn (18%), 04aroBbHM M JHOOY3IHDBM NHEB-
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mocknepo3oM (15%). 3Tu U3IMEHEHUS BLAN gUHAMUHHBMU M nperépneaanu
SBONTWUNK Y OfHOTO M TOroO W& OONbHOTO B NPOUECCEe NEeHEeHN\ M Habnw-
genna, CpaBHeHMe 4acTOTw CUMNTOMOB BTOPO#H rpynno Npu nAEero4Hon u
cMewaHHOW ¢opMax 3a607E€BaHNR NO3IBOANAO YCTRHOBMThH, HTO NOBTOPHbE
NHEBMOHUN B BUgE YCHNEHNA NETOHHOTO PUCYHKA, OYAroOBHWX, GOKYCHBX
3aTeMHennn natbrnwgawtca B 1,5 pasa Hamé npu nerou4Ynon eopme 3abone-—
BaHNG, a 3MeN3IemMa Nerkux, AYeUCToN M gUOOY3HLN NHEBMOCKNEpPO3, oub-—
PO3HAR [EOOPMAUMA NTEero4HHOTrO0 PHCYHKA W pacClWiMpPeHMe NerodHnX KopHen
HabnwgaeTCR B paBHOM CcTenenn npu obenx sopmax Gone3anwun. Kpome ToToO,
KNIVMHNKO—PENTIrEHONOTrnecKkne CONOCTARBAEHNS NOKa3ann, NTO PEHTreHoB-—
cxas xapTnHa 6eccnopno OTCTaeT OT KJAWHWKW 3aboneBanna. Tark, xoppe-
NAUNNH PEHTrEeHOBCKHX fAaHHbBX, ouenenﬁux no wxane bpacennbga, ¢ en3n-—
KanbHBMH JAHHBMM CO CTOPOHH NEerKknx NONYy4eHO He 6uno,

Y Bcex obcnepgobpaHHbX HamMn E60nbHEHX Ha OHpPOHXOrpamMMe BrABNEHR fge&-—
QOpPMUPYyININ SPOHRNT NPEeUMYWECTBEHHO B Ha3anbrbX CEerMeHTax C He-—
POBHOCTBN CTEeHKW OPOHXOB, HEPaBHOMEPHOCTLH HUX 3anonHenuns, ob6pyo-
NeHHOCTb KOHUEBBX BeTéeh,

Bpouxockxonua y Hawnx HO0AbHEX NOXKa3ana KAPTHHY gBYCTOPOHHEro
Hecneurneon4iecroro BHAOGPOHXMTa (cnpaBa y 91%, cnepa y 100% 6onb-
HHX) C npeMmywmecTBEeHRHHM nopawennem Huwmnen gonn (58%), peme Bepx-—
HUX ¢ cpegnug noneh.nerxoro (no 16%). OTMenanacb cyxeHne goneBuX
M cermentaphbx 6poHxoe (58%), nx cmemenne n gecopmaunsa (41,5%).
DpoHXnanbHun cexpeT HOCWUA THOWHbN (41 ,5%), CTEKNOBULIHO~CAN3INCTHRA
(32%), CAN3INCTO-THOMNHBA xapakTep.

TakuMm o06pasoM, aHANNU3 PEHTreHONOTHYEeCKHX W OPOHXONOTUHYECKHUX
LIAHHBX NOKa3wBaeT, HTO NPH MYKOBUCUMLO3E€ OHH HE UMEeNT KaKkux-nunbo
ONOPHBX, CNEUMOU ECKHX HEePT WM NOTOMYy [OMKHH PACCMAaTPUBATLCH B KOM-
nnexce ¢ KANHUHEeCKUMN n gPYTHUMN NAPaAKNUHNYECKUMH WHCTPYMEHTANbLHO-

naopaToOpHbBMN norkasaTenamu,
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J.4. RaHHBE GYHKUMOHANBHOTO obcnegovauna 60AbHEX

Y 60NbHHX MYROBUCUMZO3OM OEbEeM NOTpebneHns KUCNTOPOga MOHUKEH,
cocTtaBnaaa oT 79 go 94% oT Bo3pacTHOro Hopmatuba (Stanghelle et
al., 1986).

BecbMa HagexHbM cnocobom KOHTPONR obBwWero COCTORHUSRA 6onbHBX,
TAKECTH PECNUPaTOPHOTO CHNHIPOMa ABAARETCH OKCUMETPUA NO YPOBHW
CaTypUPOBAHHOTO remornobuia. CaTypauus remMorno6uHa KMCAnopogoMm on-—
pesenfeTca xax cymma oxcuremornobuna (02Hb), npegctasnennas B npo-
UeHTe KonnvdecTBa TeMornobuHa CnocobHOro CBR3IBBATL KWCAOPOR, W Bh-—

02Hb

pamxaeTca oTHoweHneMm [Sa02= — ; rge RHb - geoxcuremornobun

OZHb+RHb
(Holbek, 1992). WccrnepoBanue npoBognnoch y 67 H0nbHBX C noMomni
annapata Biox 3700 Puls-Oximeter ¢ nanbueBoM gaTHnkoM (gnnHa BON—
He 940 nm) OfHOBPEMEHHO PEerncTpupynmero HaCTOTY NynbCa N YPOBEHDb
2a02, ronebanna xoToporo B HopMe cocTaBafaeT 93-98%. WUccnegoBanne
NPOBOgNMNOCE B gUHAMHKE GU3INYECKOR HArpy3KkMn, NOPOr XOTOPOM YyCTaHaB-—
INBAncCa N0 HOPMATHUBHOMY BO3PACTHOMY YPOBHI nynnca,

Tabanua 3.1.

Nokazatenn 3a02 y 6onbHbBX MYKOBUCUWZO3OM B npouecce Harpyskmn, %

Noxazatenn 5a02

1o Harpy3ku loporoeas Harpyaka Mocne Harpyaxm
96,19+0,26 92,11+0 4 96,93+0,22
p<0,001

PesaynbTaTh, npegcTaBnenHnne B Tabn . 3.1. geMOHNCTPMPYWT, HTO M3IMEe-—
HeHnAa B GPOHXONErOo4HHON CHCTeme GONbHBX CnOCOBCTBOBANN gEeCATYpPauum
remornob6uHa BO BPEMR GU3NHECKONW HATPY3kn, PacHeT rpaguenHTa M3MeHe-—
HHA OKCHTeHAUNW B YCNOBHBX €ZMHNUAX NOK23an €ro CpegHuit ypoBeHb g0
M Ha BHCOTE ®N3INHECKOM Harpy3knm paBHwm -3 ,97+0,29 u +4,94+0,33 na

BHCOTE M nocne Harpyaku, Husknn ypobenb 3a02 cBugeTenbcTeyeT o He-
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Mcnonb3yemon CcnocobHOCTH X nepeHocy Kucnopoga Heob6XogMMOn nNpu BO3—
PacTaHNM OUINNECKON HATPY3IKN HEeMEegNeHHO uepe3 noBbuwenne pO2. Auna-
MUka NapaMeTpos OKMMETPHUN NOKA3HBAET, 4TO B OPraHniIMe GONbHHEX My-—
KOBMCUMLO3OM NPOMCXOZUT 3KOHOMHIAUMRA UCNONLIOBAHMA KMCROpOga, IdTo
nNoxTBEPKAAET W OTMENEHHans HAMW NpaMas Koppenauua ypobBHa 3Sab2 ¢ ta-
KMM COMATHMECKMWM nNoka3aTenem, kak Macca Tena (r=0,72; p<0,01).

CnegobaTenbho, TpebyeTCR BXANWYEHHWE B TEpPaneBTHYECKHNA KOMNAEKC

/

HZONONHNUTENBbHON OKCHUTEHAUMM W PACUNPEHUE NOKA3aNWR gNR NPUMEHEHHSR
éponxognnatatopor, Xota, kax orMmewawT R.Zimman et al.(1989), zaun-
TEeNbHAR OKCUIEeHAUMR HE OKA3IHWBAET BAUAHUR Ha CKOPOCTb GOPMMPOBAHMUR
nerowHoro cepgua,

Takum 06pa3oM, 6OoAbHHE MYKOBHCUMJZO3OM HYRJANTCR B aKTHBHOM KOp-—
PEXUNN HE TONbKO HAPYWEHRHX NEero4vHbX ¢YHKUMWM, HO u obwecoMaTuuvec-—
KUX napameTpos,

Perncrtpaumna nuxa cxopocTn Bogoxa G nomouwbw annapata Peak Flow
Meter (PFM) apnaetcs bpecbMma npocTbM MeTOogzoMm, PFM npepgctaBnaer co-
6ol MHOro®akTOpHHM nNapaMeTp, é OCHOBHOM OTPaMaf CYMEHHEe Npoxogn-—
MOCTH gHXaTenbHBX NYTEN, COCTORHWE NerovHux o6beMOoB, CTATHYECKYR
PAaCTAXMMOCTbL M CHY MBUWU Ha BbgoXe, u koppenupyeT ¢ OHEN, 00B1 »n
HEXOTOPHMU HEpecnupaTopHuMn nokxasatenamu (Smith et al., 1987; Mor-
ris et al., 1990). ¥ 6GonbHbpA MYKoBUCLHZO3OM EBAO 3apPEernMcTprpoOBaHO
NOHWKEHWEe NNKOBON O6ELEMHOM CKOPOCTH BLIOXA, KOTOPAR HE3IHANUTENbLHO
nosmcunacb nocne uHranaumn canvbytamona (Kattan et al., 1980), uTo
TAaKHe NOKA3IbLBAET Ha HEOOXOgHMOCTb BKAWHMEHUA B TEpPaneBTUYHECKUH KOM-—
nnexc 6poOHXOgNNATATOPOB,

W3yuenune noxaszatena PFM y obcnegobannbpX HaMu 60ONbHHX NOKa3ano
ero cuunwenne go 283+56 n/MnH no CpaBHEHUW < rpynnon 60nbHbBX C pe-
UMIUBUPYOWNM EGPOHXHTOM AHANOTrUNHOrO BO3pPacTa-397+48 n/mMun(p<0,05).

3To cBnpeTennLcTBYET O 6onee BHPAMEHHHX PECTPHKTHBHBEX HapywexNnax y

6onbHwX MykoBHcungo3om, lipn 3ToM Gbna o6RaApPyXeHa NPAMan KOPPEeNnAuUNS
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PFM ¢ noxasatenamun 5a02 (r=0,354; p<0,02). CnegoBaTennHo, coueTa-
HME BHUEYKAIAHHWX OYHKUMOHANDHHX METOLOB ABNAETCA HEOOXOgUMBM yc-—
TOBMEM HAgEXHOTO KOHTPONR 32 GONbHEMW, 2 TakKe MOWET CAYMUTbL NOg-
CNOpPbeM B OHEHKEe KayecTBa Tepanuuy.

C yyetom BoamowmnocTen KWl gnm NnpoOrHO3MpOBaHMA NATONOTrUHECKOT o
npouecca HaMi NPOBOZHNOCH M3YHEHHE ee NapaMeTpPOB y GOAbHBX C MYyKO—
BACUMO30M B nepunoge OGOCTPEHNR HPOHXONEroMHOr o npouecca go M NOc-
ne NpoBEegeHUR| MykonuTuseckon Tepanun, Kak nokxasann pesynbTath, y
rerten épegnuﬁ noxaszatenb Mogb (Mo) okxazanca nonnxenHmm (O ,64+0,02
€) nO CpaBHEHUW C HOpMOW, amMnanTyga Mogw (Alo) coctaBuna 24,9+1,4%,
BaApHaunoOHHBR pa3Max cHnwancs go 0,16+0,01 ¢, xo3eenunenT Bapraunn
(CV) go 4,95+1,8%, a nugexc nanpawxenna (MWH) nosBwwmanca go 121,7+8,1
ycn . eg. Y B3pOCAnX GONbHBX nNoOKa3aTeNlb MOgbh yKAajguBalAcA B Npegens
HopMb — 1 ,03+0,02 c.

AMo ©wn nonumen — 12,67%+1,1, BapnaunoHHuM

pa3Max He oTauvancas OT HopmaTuBHoro yposHs - 0,53+0,04 c., a WH
pabHanca 26+5,4 ycn.epg. RaHHbDEe M3MEHEHWR CBUgeTEnbCcTBYWT 06 ycune-
HUM TOHRYCa CHMNATHHECKOWR HEPBHOW CuCcTemn, Oonee BLpPaweHHOWN y ge-—

TEN, BL3bBAWWEN nepecTponky B pexume paboTh CHCTEMb KpPOBOOHPamEHUR.

)
lTocne nravana nNpUMEHEHNS MYKONUTHHECKOTO CPEejCTBa aUETHIUNCTEMH
B mRranaunax napametpn KNI n3Mmennnunce HesHaudnTenbHo: npom3owno
yBennvenne AMo go 29,8+2,1% »n Bapnaunmonnoro pasmaxa go 0,23+0,03 ¢,
yposeub llo we unamennnca (0,62+0,02), a noxaaa}enb WH octancs nosb-
weHHnM (98,8+10,3) no cpaBHEHHI C HOpPMOR,

puBegennnn Bue 0630p ANTEpPaTYpPw nokasan, HTO NPH MyXOBHCUWgO-
3& NPONCXOAUT HAKONNEHNEe BHYTPUKAETOMHOTO KANbUMRA, HTO BO MHOTOM
M3IMEHAET HOPMaNbHbM KNETOHYHHN MeTabonnam, OTO RNOCAYKNNO OTNPaBRON
TOYKON gNA NUOHEPCKHX paboT NO NpPpUMEHEeHnw SNMTOoKATOPOB KanbHUEBHWX
KaHanoOB KNeTOK Yy HONbHHX C nopaweHuem cepgua. Ncxogm n3 »Toro, a
TakHe yuynToBafA, HTO OgHMM M3 MEXAHU3IMOB KApPgMOPECNHPATOPHHX HAPY-—

wenunn npn MYXOBHCUNWLO3€E€ ABNRARAETCH THROKCLHYECKAan BAIOKOHCTPUHKUMSA
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Mb NPOBENTN HIYyHEeRNE BINARUA AHTATOHUCTA KaNbUUR HuoegunuHa y 11
GONbHEX FOWKONMLHOrO W MNAgWero WKONLHOIO BO3PacTa, UMEKNWUX KANHU-
KO~-HHCTPYMEHTANbHBE NPU3HAKK NOPANEHNA cepgua B BHge wano6 Ha 3a-—
TPygWHHBE GONM, OfBWKY NPU. GUINHECKON HATPYy3Ke, TNYXHE TOHH Cepg—
ya, CHUCTONMYECKUA WYM M NPUIHAKM HaApPYWEHNWA MeTaBONu3IMa CepgeqHHON
mowun Ha 3K, Norxazatenn KUF y 3Tux 60AbHBX OTNAMYANUCL OT HOPMB:
Mo - 0,62+0,02 c, Allo - 22,7+6,1%, WH - 127,9+14,6 ycn eg. Nocne
NPUMEHEHNUA HUOEANNNHA MW CMOTNTH OTMETWUTbL NONOMHTENbLHYN JHHAMUKY
KANHRHECKNX cuMntomoB, llapannenbnHo 3TOMYy OTMeuYeHa 4eTKaf TeHgeH-
uns Kk Hopmanunsaumn napametrpos KWUI: Mo noBwcunace go 0,7140,03 c,
AMo g0 26,4+8,3%, a WH nonnsnnca po 89,6+12,4 ycn eg. (p<0,02).
RaHHY®w LMUHAMHUKY MOXHO MHTEPNPEeTNPOBATb KaKk CHUXKEHHE AKTUBHOCTHM
CHMNATHHECKON PEerynaunn »n HOPMANU3AUNK® CTENEHN HANPAMEHUA perynsa-
TOpHbBX Mexannimob, [lonyvuennuwe pes3synbTaTh galu HaM OCHOBaHWE BKAW-
HaTb HUOEZWNNH B KOMNNEKC nNevYeHns BONbHHX C THAWENHM TeHeHuneM U co-
nyTCTBYHWNM NOPaxeHNneMmM cepgua.

Takxnm oSpasoM, y GONbHBX MYKOBMCUMJO3OM ABTOHOMHBW KOHTYP pe-
TYnsilMn puTMa cepglia HEe MOMET B NONTHOW Mepe o6ecnednTb ynpaBieHne
kpoBooSpamennem, fipuMenenne SNT0KATOPOB KAaNbUNEBRX KAHANOB NONOWRH-
TenbHbBM 06PaA30M CKA3LWBAETCH HA KAPIHNOPECNUPATOPHYN OyHKUMK SO0Nb-
HEX MykxoBucungolom, C gpyron CTOPOHB MHIaNAUMKM aueTuauUCTEenHa oka-
3aNn He3HaMMTEeNnbHBN 3POEKT, BO3POCNO gecTabtuIn3npyvwee BIUAHNE na-
PacCUMNaTUYECKNX OTgenoB BEereTaTHBHOM HEPBHOW CHCTEMbD 3a CHeT BKN-
HeHna HepBHWX KaHanoe, CTenenb uenNTpanuiaunn YNpaBNeHHUa CepgeyvHbM
PHTMOM OCTanacb Ha NPEeXHEM YPOBHe, AHAnIW3 aBTOKOPPENnAUNMOHHON OYHK-—
UuMn norkasan, 4TO THN pPerynsaunn He uamenunnca, CnegoBaTenbHo, HHra-
NAUNN He OKa3anu CYUWECTBEHHOTO BNUAHMA HA OYHKUNOHANbHYW AKTHBHQCTb
BereTaTMBHON HEPBHOW CUCTEMH, 3TH gaHHHE 3ACTABUNIM HAC OTKaA3aTbCH

OT MHTANAUNOHHOr O BBEeEeHNA aueTnauncrtenuHa mn nepenTn Ha ntepopanbHoe,

Tem 60nee, YTO B nocnegHee BpeMsa NOSABUINCD YKAa3aHMa Ha HexenaTtTenb-
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Hbe 3PPeXTh AUSTHNTUNCTEeNHA HA UNUNINAPHRI SNUTEeNUNn. B CBR3INM C 3THUM

¢apMaleBTHHYECKUEe onpMb nepewnn Ha BHNYCK TONbKO OpPAanbHBX ®OPM aye-—

THARNCTENHA,
3.5. Nopaxenne CycTaBOB NpPH MYKOBUCUMgO3e

llaTorenes nopaxeHns CycTaBOB y GONbHRX MYKOBUCUMEO3IOM g0 CHX
NOP TPaKTyeTCA HEOgHO3Ha4YHO. B 4HacTHOCTH, npumMenenne 6OMbWUX gO3
NaHKPeaTUHECKUX IKCTPAKTOB B TEYEHME NPOJONKNTENbLHOrO Nepuoga Bpe-
MEHH MOMET NPHBOZUTH K ATPOreHHOM THNEepypHKkeMUM, 4TO B CBONM CHe-
pegé ABAAETCHA NPHUYUHON MUKPOKPUCTANANMECKON apTpPONaTUH (Stapleton
et al., 1976; Sack et al.,1980; Jawad, 1989). Takum o6pa3om, u2acTb
nopaxennn CycTaBOB MMENT JOKa3aTENbCTBA CBOEroO NOSBNEHMA W pPa3BU—
Tua, Ognaxo, gaHHLUMW @OpPMaMM apTpoONaTHMN geno COBEPWEHHO HEe ncuep-—
nuBaeTcf, NOCKONbKY C NOPaXNEHNWEM CyCTaBOB NPH MYKOBMCUHJO3E NpPpUXO-—
IMTCHA BCTpedaTbhcs BCe vauwe,

H.-G.Posselt et al. (1984) pacuenuBawT apTpPoOnaTuu KAk NO3gHee
ocnowmHenmne MyxoBucumpgosa, HexoTtopwe aBTOpPH TRaKTYWNT NOpPaxeHne cyc-—
TaBOB NpPM MYKOBHCUMgO3E Kak "peakTHBHBN apTpPuUT", npu XKOTOpOM npeg-
nonaraeTcs ponAb MHKPOOHHOro ¢akTOopa, B HAaCTHOCTWM 30NOTUCTOTrO CTadon-
nokoxka n{uamn) cuHernomnon nanovxkn (DeLumley et al., 1983; Leonil-
le et al.,1987; Steinkamp., 1992). P.Gardnier et al. (1989), B.Bar-
sinhan (1992), B.Stack (1992) cuutawt, 4To peungubupywmans 6axTepu-
anbHaf WHGEKUHWA NPM MYKOBMCUMZO3E NPUBOZNT K XPOHHHECKOR HMMYHHOR
CTHMYN QUMK KOTOPAs PEe3yYNbTHPyeTcs B cenexTnBrOon npogykuun Ig, LUK
W MOXET COpgencTBOBATb MMMYHOKOMRNANEKCHOMYy nopawkenHnw cycTtasos, llo
MHEHUIW ZPYruX 2aBTOPOB HCTOMHMKOM MHMUMAUNN NOPAMEHHA CYCTABOB MO-
¥eT 6wTh naTonormuNecKkuin npouecc B TOHkOM kuweunnke (Schidlow et
al., 1984).

K uncny arenToB, BH3BBANWNX NOPAaXEHHE CYCTABOB y BHOALHHX MYKO-—

BHCUungo3oMm oTHOCATCA u Bupych (VYenuta et al., 1987). Kax npasuno
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BUPYCHHE aPTPHTH CaMONPON3BONLHO M3NEYWBANUCh, ROTH y HekoTopuXx
6ONbLHHX OHM MOTNM NPOTEKATb B TEHeHWEe HEeCKONbKNX MECRLUEeB. Bupyc—-
HHE@ NOPaXEHNA CyCT2RBOB MOryT BO3HWKATb NPU WHGRUUPOBAHUW BHPYCOM
Snwrenn-bapp, rpunna, npoctoro repneca, Bupycom ECHO, agenoBupy-
camn uw ap.

Y 4acTn 607bHHX MYKOBUCUMLO3O0M C NOPaxeHUeM CYCTaBOB OTMEYeHh
oTpuhuaTenbhuHe npobw Baanep-Poyza, ACHNO, ACI m gp.(Newman et al.,
1979; DeLumley et al., 1983). TNoaBnenne NONOXUTENLHON pPEeBMaATHHEC—
KON Ceponorun He MUrpaeT NaTOrEHHOW poan, a pedb ugeT o COonyTCTBY—
omeM NONMaApPTPUTeE Nph Nero4HoM 3abonebaHnMn 6€3 HENOCPEJCTBEHHOM
CBA3KM C HUM, MnBO O CUCTEMHOM npoaBneHun MyxobBucunmzosa (Matthieu
et al., 1978, Sagaransky et al., 1980).

B nactoamee BpeMa yCTaHOBAEHO, HTO Tak HAa3bBaeMhh HeoNnpegeneH-—
HHM WHOWECKNN, PeakTHBHEI APTPHT W gp. oThHocaTce ¥k rpynne HLA B
27 accounupoBaKHbX CNOHEZNAOCAPTPHTOB, NOITOMY NpejzcTaBNREeT MHTEpPec
nsyuenne cunctemn HLA y GonbHHX MYXOBMCUHJO30M C nopaxenuem cycTa-

BOB Cornacho runorese nepexpeCTHoﬁ TONEPaHTHOCTN NpU NHPEKUNOHHOM

npouecce ®OPMHUPYWTCR aHTHTEna, NEepeKxpecTHO pearupywpmne ¢ BO3GyuTe-
neM U COECTBEHHBMK TKkanamu oprauuima (Hanpumep HLA B 27). 3Tu an-
TUTEena gencTByYwT HE TONbKO NPOTHB MHKPOOPT3HM3IMOB, HO W NPOTUB Kne-
Tok oprannama wecymux HLA B 27. B Xxoge aHTuMUKkpOBHOro MMMYHHOTO
orBeTa noBpexgawTtca HLA B 27-nonoxnTenbnne xneTKn, HR NOBEPXHOCTH
KOTOPHX OUKCUPYWTCR GakTepnanbHbe anTUrennw, Hananune 3TUX aHTUTE€HOB
B CycTaBe ABIRETCA CTHMYyNnOM gn@ BOcnanuTenbHwx nimenennn (Keitel,
1987) .

Ha nepBuWt B3rnnag npejgcTaBAfieTcs 3aMaliiuBbm obbAcCHeHne apTtpona-
TUNM NPU MYKOBHCUMO3E& KaKk NATONOrMI CHHOBMANDHOM MUZKOCTH, TO €CTb
XapakTepHoe NpPOABNEHME IKIOKPHHONATHM, OfHARKO 3TA TMNOTE3a HE BhH-—

AEPXHUBAET KPHTUHKKW, NOCKONbKY CHHOBUANbHYW XMNKOCTb PACCMATPHBAWT

Kak cenexTuBRuin gnanniaTt nnasme (M. 4, Ctygennknn ¢ coaBT., 1987).
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Bo3HNKHOBEHNE CYCTABHOTO CUHLPOMA, B YACTHOGTH apTpanrun, MOMeT
BH3bBATbHCA PaA3gPAaXEHUEM HYBCTBUTENbLHOX Hépsnux OKOHYAaHUN MEeXaHU-—
HeCKMMH ¢aKkTOpPaMn (NOBHWEHME TKAHEBOTO gABNEHURA) U ONORUMHYECK UMU
COBHTaMW B TKAHAX: KONEeGANMAMU OCMOTUNMECKOrO gaBNEHMUR, HapyweHn amu
nonHnoro paBHoBecus u T1.n. (M.9,CTtygennkun c coasT., 1987). Kpome
TOTO, NOABNEHNE APTPANTUN MOKET NPOUCKOIUThL BCAERCTBHE HAPYWEHUR
WHHEepBaunn CycTaBoB, Nlpn MyroBHCUMgO3Ee 3INEKTPOOHIUONOrMuEckKkoe n3y-
HeHne HEepBHON NRPOBOZMMOCTH B BEPXHHUX W HUMHUX KOHEYHOCTSX NOKA3ano
ee Hapywenne y 62% Gonbuwx (Redmond et al., 1992).

B npouecce paboTw nO gHUcnaHcepu3auuMum MEB CMOTAW geTANbHO NPOaHa-
IN3NpOoBaATb XNapPaKTep nopamReHna cycTapoB Yy 93 GonbHux ot 5 go 38§ nert
W pesynbTaT npep3owen Hauwn OXMgaHWMA: U3 93 GonbHbX ApTPONATHUM B
TOM MANM MHON Mepe Guan oTMmesenw y 27 (29,03%). W3 Hux Heonpegenew-
Hoe 6onn B Horax oTmeuvann 18 (19,4%) Gonbnwx, B pykax — 9 (9,7%).
Donee onpegenenno cMmoranm noxannzopaTb GOAM B KONEHHmX cycTasax 10
(10,8%) Gonbunx, B ronmenocTtonHmx - 3 (3,2%), B TaszobegpeHHux - J
(3,2%), B nneueBux # nyyie3anacTHwx no 2, CnegoBaTencHO, NpM MyKo-—
BUCUMgO3€ NOpPamawTCA B OCHOBHOM KpPYynHbe CyCcTaBu, NPH 3TOM OTMeNa-
AMCb, Kak nNpaBuno, AapTpPanrtun,

llpn yrny6nenrnom aHann3e aHAMHECTHUNECKMRX M KINHHHECKUX [JAHHHX
6o YyCTAHOBNEHO COBRAajgeHNe KNINHAHMECKkNX NPOABNEHUN apTponaTumn C
obocTpenneM OCHOBHOTO naTonoruyecxoro npouecca y 11 (11,82%) 6onb-
HBX, CpegHuit BO3pPacT KOTOPux paBHanca 13 ,4+5,2 net. No-Bngumomy, B
ZAHHOM Ccrnyvae uUMeno MecTO WCTWHHOE MNOopaxeHne CycTaBOB NPU MYKOBHC-
ungoae, HacToTa apTponaTnn y GONbHEX MYKOBMCUWLO3OM NpegcTaBineHa
Ha pnc.3.4. WcTtunHHoOe nopameﬁne JYawe BCEro OTMeYanocCb B KONEHHuX
cyctaBax - y 7 6onvuwx(7,5%), pexe nyuwesanacTtHwx - 2(2,2%), rone-
HocTonuwx — 1 (1,1%), Taso6egpeHHBX, NneveBwX W JNOKTEBHX - no 1
(1,1%). Y gByx 60onbHBuX BO BpeMa 060CTPEHNA OTMeqanncb 60AM B CYyC-

TaBaxXx no3BoOHOuYHNKa (2,2%). CnegyetT OTMETHTb, HTO 9 6onbHEX HAO-
' X )
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nioganocb CONETAHHOE NOPaMEeHNe CPa3y HeCKONbKMX CycTaBOB, PeHTreHo-
IOTHHECKN HM B OfHOM CNy4ae MU3IMEHEHWN BHABNEHO He 6O, 4TO NoOM-
HOCTbKR COOTBETCTBYET jJaHHHBM NUTepaTypn. NOnNuTKka CBA3aTb Hanwuue
aprponaTuh c copepwannem HNK B xpoBu gana oTpuuaTenbHbM pel3ynbTat:
ypoBeHb HWK y BonbHbx ¢ nopaxenunem cyctaBoB cocTaBun 102 ,9+21,1 eg.
M HEe 0TnInHanca OT 6onbHBX 6e3 nopakeHunsn cyctaBoB - 94,4+14,6 eg.

B npouecce pa6oTw HaM yganocb yCTAHOBHTb XapaKkTep u NPUYUHY
nopaweHns CyCcTaBOB NPH MYKOBHCUMLO3Ee, ITO MH MOXEM NOKa3laTb, NpPo-
HANTWCTPHPOBAB KJNIMNHNYECKNM NpuMepoMm,

bonbnas A 4., 13 ner. Pogunace B cporx ¢ Maccow Tenma 2 xr 700 r.
Y MaTepn 3T0 6bna BTOpas 6EpPEeMEHHOCTh, OCNONNWBUWAACH TOKCUKO3OM
BTOpOR nNonoBuHn, CTapuwun 6paT 370pOB,

B nepnoge HOBOPOMJLEHHOCTH OTMEHANOCb OTCYTCTBME NpubaBKKU Macch
Tena, OEMNbHLAN 3INOBOHHBR cTyn go 10-12 pa3 B geHn, W3 kxpoeu Bmce-
AN CTaoWNOKOKK, Ha nepsoM rogy MM3IHW KM B gaJbHeWWeM MHOTOKPATHO

nepenocuna OPBW, GpouxuTw. MyxoBucungos gnarHocTupoBaH B 4 roga:

xnopngo noTta - 129 MMOnb/n; pPe3xo NOBBWERO COxepwaNne 3JexTponun-—
TOB CnwHb: xnopngaw - 23,5 mMmons/n, Hatpun - 81,14 mmons/n, rane-—
unn - 19,22 mmonb/n. C 4 neT NOCTORHHO NONYyHarsa 3aAMECTUTENbHYW

Tepannw oepMEeHTAMW NOZKEeNygO4HHOR Wene3lw, MyronuTuueckmne cpegcTBa,
npn o6ocTpeHnn o6A3aTENbHOM Hbna aHTubaxkxTepuanbHana Tepanua, Doan

B cycrtaBax Hawvwann 6ecnokxontb ¢ 10 net: BOo BpemMa obocTpeHuna npouec-
ca OONM B XONEHHBX, TONEHOCTONHHEX M NYHEe3ANACTHBX CYCTaBaxX gocThn-
ranm Taxohn cTeneHn, 4TO HONbHAA NPUHUMaNa BHRYKLEHHOE NONOkREHHE,
o mepe ynywwenuns cocTomauna 6onmn ncvesanu,

Knnunueckn: MyuuTenbHbi NOCTORHHBM KaWenb C OTgeNneHneM BA3KOon
MOKpPOTH, OgbWwKka B noxoe, 60nM¢ gapswmero xXapaktepa B obnacTtwn cepg-
ua, tTaxukapgna, lMacca tena 21 xr. I'pygna®f kxneTka pe3xo geoopMnpo-
BaHa, npeobnagaeT nepegHesagHnn pasmep., Pe3xo BopameHh N3IMEeHeHNns

Mo Tuny "BGapabaHHbx nanouex"”, "4HacoBWX CTEKON" Ha nanbuax PYK M
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Hor, flepxyTopHo Hag nerkunmun THMNAHUT, NPU AYyCKynAbTaumu Macca Blaw—
HBX Xpunob ¢ obeux ctopon, ToHwm cepgua PUTMUuHbE, rayxune, MNeuens
BRHCTYNAEeT H3-nojx kxpas pebepHon gyru Ha 4-5 cwM,
9

Femorpamma: Hb 110 r/n, L 12,4x10 n, >.1%, nan.6%, c.65%, numae,
18%, mou . 10%; CO3 25 MM/u, B xonporpamMme 6GONbmOE KOAUYECTBO HENT-
panbHoro xnpa, WUmmynorpamma: T-numoounTtn-33%, B-6%, TopT-numoeoun—
Te-27%, TouT-numeountwu-5%, cooTnouwenne-5,4, IgA-1,95 r/n, Igh-1,8
r/n, 1gG-12,3 r/n, UNK-59 eg., CH 50-49,76 exg., HCT-TecT-52%, npo
6a Baanep-Poysa otp. HLA anturenwm - A3, All, Bl4, B16. Ypomehs
ropmonon: T3-1,1 wmonw/n, T4-50,1 umonb/n, TTr-5,2 nU/ml, AT-3,1
mU/ml, ®©Cr-1,55 mU/ml, scTtpagnon-1209 HMone/n, Tectoctepon-0,02
Hr/mn, NA-357.5 mU/ml, nporectepon 1,3 umonv/n, koptuszon-251,9

’ 6
HMOnb/n, W3 MOkpOTw BugeneH 30n0THCTmM cTaennoxokrk (10 ). Penrtre-
HONMOTNUHECKNH: gHOPY3IHOE YCHITEHNEe NEerovyHOTr O PHCYHKA C MHOMECTBOM
MEeNKOBYNNe3HHX U MenKkunx artenerTaTH4Heckux wiMeneHnn, NonHoe 3aTem-
HEeHne na3yx HOoCa; KONEeHHHe W Nyuye3anscTHbHe CYycTaBb 6&3 H3MeHeHnSs
(Pnc.3.5.). bponxocxonua: gBYCTOPOHHMN THOWHHK gUGOY3HBHU 3HZOBPOH-
xnt, OBL -~ BenTunaunoHnan regocTaTouMrHoCTb 111 cTenewn npeunmywmecTt-—
BEHHO OGCTPYKTHBHOTO xapakTepa, I3xoKI - gunatauns nonoctun npaBoro
KenygouKka: runepTpoonpoBaH MHOKApg NEepegHen CTEeHKH npaBoro weny-
KOMKA W MEeXXeNnygO4KkOBOW NEeperopogkMn; CHUXNEHa COKpaTHUTennHaf cno-
COBHOCTb MHOKApga NEeBOTO Kenyjpouka.

HecMoTpa Ha npoBogumoe nevenne, 3abonebaHune (B OCHOBHOM Neroud-
HBal CUHgpOM) Heyxnonno'nporpeccnpoaano, W B BO3pacTe 13 ner Honb-
Haf ymepna OT nero4YHo-ceppgedMHon HegocTaToqHocTu, llpu natorucrono-
THieckom MccnegoBaRMn B NEerKknx oHHapPYXeEH gucTenexTtas, pPe3ko pacun-
PeHHbe, 3anoNTHEeHHHEe CNN3bl Xene3bn, NepnopoOHXHANbHAR WHOMITbLTPAUKS,
B nNogwenygo4yon wenese aTpoens AUNHAPHOR NAPEHXWMB, KHCTH, B NpPO-—

CBeTe XOTOophX romoreHHan Macca; B NeveHn aABneHna xXonecrtasa, Knc-

TO3HOE pacunpeHne MenyHux HYTeﬁ, pa3pacTaiHne BOKPYTr HMX CcOoeguHn-
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TEnEHOM TKAHW,; B CNWHHOR KeNle3e pacmUpeNne NPOTOKOB U AUNHYCOB
3anonHeHHux cexpeTom, llpn uccnegoBaHMW Kancynbs KLONEHHOTO CycTaBa
NpH3HAK OB BOCNANEHNA HE BLABNEHO, CHHOBMaNbHafA 060NONKA HE nopa-—
XEeHA, HO BOKPYTr HEPBHHX BONOKOH OODHAPYHXEHO CrymeHMe NepuHeBpanlb-
non wngkocTn (Puc . 3.6.).

Takxum obpasoMmM, B faHHOM NpUMepe NPOCNEXMBAETCRA THNUHHOE nopa-
KEeHue CyCcTaBOB XAPAKTEPHOR NOKanusauun, 63 geeOopMauUni, KITUHHUHEC—
KMX # TUCTONMOTMYECKHX NPU3IHakop Bocnanenun, OEHapyHeHHBE HaMK wa-
MEHEeHUS NO3BONAKT BLBCKA3IATb THNOTE3Y O NPHUYUHHOCTH apTPONaTUMU NpH
MYKOBUCUN 03, CBRA3ANRHON CO CTryWEeHWEM NEPHHEBPARNBLHON XUIKOCTH,
3TO0 06bRACHAET, NO RHalleMy MHEHNW, cOoBRageHne apTpanrun c¢ obocrTpe-—
HHEeM OCHOBHOTO NaTONOrM4ecKxoro npouecca, NPM KOTOPOM NPOUCXOHT
Crywexnne BCeX WIN MHOTUX 3KEIOKPUHHHEX XKUgKOCTen, RaHHa®s runortesa
nO3BONAET NOHATbL, NOYEeMYy apPTPONATHR NPM MYKOBMCUNgO3Ee KAk NPaBHIO
cepoHeraTMbBHAs, M He uMeeT cBR3U ¢ aHTurenom B 27 cuctema HLA u
HEe nposBNRAEeTCA peHTrenonornuqeckn, JlonyTHO 3amMeTum, MTO B Hawmx
Habnwgennax cBa3an aprtponaTtuu c noxkxycom HLA B 27 He ycTanoBrneno,

HeoGxoguMo OoTMeTHUTb, 4TO cpegn 11 SonbHEX C aprtponaTuen nanub y
2-x 6una obnapywxeHa del FH08 B reTepo3nroTHoM COCTORKHM,

Takum oBbpa3oM, OTMEHEHHAR HAMW NPUYNHA NOPaAXEHMA CyCTaBOB gON-
KHA 3aHRTh CBOE MECTO B PHRgY HHUUMMPYRUHX ¢akTOpPOB apTponaTum,
TAKUX Kak MUKPOBHLBE M BUPYCHBE AreHTh, HapyWeHH| HMMyHOreHesa, OC-
NOKHEHNSK 3AMECTHTENbHON TEepanun oepMenTamu,

Nocne ycTaHOBNEHNA NPUMUHE APTPONATNH MB NPRCTYNUANR K Clegyw-—
wemy s3tany nccnegosaHun: paspaboTke n anpobaunmu cnocoba nevenns,
M paszpaoTanu OPUrMHANbHY® Ma3b, fENCTBYWIIUM HANANOM KOTOPOM
ABUNCA M3BECTHRLN MYKONUTHNECKUN NpenapaT AUETHUIUNCTEUH, xS ycKko-
PEeHNMs NpOHMKHOBEHHR KOTOPOTO 4epe3 koxy 6nvn gobaBner npenapaTt
ANMCO. RaWnoe CPegcTBO NPUMEHANOCH NOCPELCTBOM EKEIHEBHOTO BTHPa-—

HUA B KOXY Hapg NOPaXEHHBMN CyCTaBaMit, Knuunveckasn anpobauns AAR—
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HOM Ma3M Yy BCeX GONbHBR C APTPONATHEN noka3ana ee BHCOKYH 30weK-—
TUBHOCTb: MWCHE3HOBEHWE AapPTPANTUKN HECTYNano usepes 24-48 vacos,
TakuM 06pa30M, YCTRAHOBNEHUE NPUYNHHOCTU APTPAATHM y 6onbHEX
MyKOBHCUM O3 OM NO3BOMUNO Pa3paboTaTb NaTOreHETWHECKURN MeTog neuve-

HWUAR JAHHOTO NPOABAEHNA 3a60onNeBaHUR.

3.6. CocToRAHune NONOBOTrC FA3IBUTUA GONBLHHEX. bepemennocTp #

pogu

Ctenenb nonoBQro pa3BUTHR NErxo NPocneguTb, OTMEHas Nerxo KOH-—
TpONUpyeMbe nNapamMeTpb, B H4aCTHOCTHM, BO3PacCT HacTynnewus menarche.
B cboen cepnu rHabawgeHuh Mb NPOBENH M3yHeHUe CcpegHero BO3pacTa
HRCTYNNERNA MEHCTPYaunn, karx y GONLHHR MYKOBUCUALO3OM, TaK H Y
MaTepeh M cecTep 3THX BONbHEX, TO €CTb NONYTHO NONBTAAUCH NPO-
cneguTh BO3IMONHOE BIMAHME TeTEPO3IUTOTHOTO reHa MYyKOoBHUCUM[O3a Ha
cTaHOB/NEeHNe penpogyKTHBHOW ¢yHnkunn. CpegHnn BO3IpaTT menarche y
3gopoBbux gebouex r Erxatepunbypra cocrtaenaetr 13,2+0,86 net (I H.Hu-
xonaesa, 1972). Kax noxa3an aHalIn3 AHAMHECTUMECKUX [JAHHBX geTep—
MUHAHTB menarche y 60NMbHBX MYKOBUCUMLO3OM CYWECTBEHHO OTNAUNANHCD
OT HOPMATHBHHX: HACTYNNEHWE MecCauwHBX Y 14 Habnwgaembux 60nbHBX ge-
BOYEK NpONCXOoguUno é cpeguem B BO3pacTe 176+16,8 mec. (14 net 7
Mec.), y ux 10 cectep - 160+11,7 mec. (13netr 3 mec.; p<0,05) n y
74 matepen - 155+17 (12 net 10 mec.; p<0,05). ¥ ognon Gonbuon ¢
TANENHM TevYeHMeM CMemaHHon ¢opMb GOone3HH, Hauaswencs ¢ 5 net x
MoMeHTy cmepTn (20 net) BTOpPHHHHE NONOBHBE NPH3IHAKKM HE NOSABUIUCDL.

Takum 0Bpa3oM, NPOCANEXMBAETCH HETKAR TEHREHUUS K YBEAMHEHUNW
Bo3pacTa menarche 0T 3z0pOBHX geBo4Yek Kk SO0NMbHbHM, BNAOTbH O OT-
CYTCTBHA MEHCTpyaunn,

BONbWMHCTBO MCCnegOoBaTenen NPUIEePHUBAITCA MHEHMA, Y4TO 3agepw-
K& NONOBOrO Pa3BUTNR y GONbHBX MYKOBHCUMZO3OM CBR3aHa C HapyweHu-

AMW 3HEpreTH4eckoro GalaHca OPraHnaMa BCNegCTBUE Pa3BUTHR Manbab-
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copbumnn, AnA TOro, 4706w NpocneguTh BO3IMOKHOE y4iacTue B 3TOM npo-
uecce roHajOTPONHBR TOPMOHOB Mb NPOBENM WMCCNELOBAHWE YPOBHEW 3C—
Tpagnona, TeCTOCTEepPoHAa, NPOrecTepoHa, ®OANUKYACTUMYAUpPyNmerc rop-
moHa (®CF) n nwTenunsnpywuwero ropmona (NT) B cHBOpPOTXKE kpoBn 16
6onbHBX B BO3pacTe oT 3 go 17 neT (ManbquxoB — 4, gepoder — 12).
PesynbTaTw npegctaenenn B Tatanuue 3.2,
TaGauua 3.2.

Cogepianne roHagoTPONHHEX TOMOHOB Yy HONbHHX MYKOBHCUMLO3OM

YpoBeHb roOpMOHOB
NNorxazaTte-
nn dcTtpagnon Tectoctepon} Nporectepon oCr ar
nmol/1 ng/ml nmol/1 mU/ml nU/ml
X 886, 1 0,74 12,3 3,16 6,6
+3 379,6 0,12 5,6 1,3 3,0
+m 115 0,35 2,1 0,34 0,75
Pa3max 257-734 - 0,2-1,0 10-40 2-10,5 | 2-29
xonebanmnn
HOPMu

Kax BngHO #3 npegcTaBRAeRHBX B Ta6n,3.2. faHHBX, YPOBHM TOHago-
TPONHHBX TOMOHOB B CHBOPOTKE KPOBWH 6ONbHBX YKNajguBawTCA B HOPMaNlb-—
HuM pa3Max xonebauun, CnepoBaTEAbHO, 3HJOKPHUHHbBE Xene3n, OTBETCT-—
BEHHHE 3a rOpMOHAaNbHYW PEerynfauuiw NONOBOrO PAa3IBMTHR, NOAHOCTbLIW CO-
XPAHAKNT CBOW @GYHKUWUD, & NMERWYWCR Yy 6ONbHBX 3agE€pXKy NONOBOro pa3-
BUTHMA MOXHO PACUEHHThH KaK AJANTHBHYN Peakuun OpraHuiIMa, npegort-—
Bpawawnwyw HacTynnenune HepemenHocTu, llonyTHO HanpawnBaeTcs ewe OgHUH
BHBOj OTHocﬁTeano Heuenecoobpa3noOCTH TOPMONHANBHON CTHUMYTAUMN NO-
noBOTO PaAa3IBUTUA geTen C MYKOBUCUMZO3OM, a BCe YCHAWUS cnegyeT npun-
MOMWTL K TOMY, 4H4TOBW YyAYyHWwHTb NapaMeTph ¢U3INHECKOro COCTORHMA,

Mewgy Tem ©GonbHbe COXPaHAWT CNOCOGHOCTb kK geTopowgennw, O Tom
CBUjeTenbCcTBYyeT # Haw OnNHT Habnwgenna 3a 6oabhuMu, Bcero Ham ypa-
nocb 3aperuwcTpupoBaTb 6 CAy4aeB 6EpeMEHHOCTH Y 4 XEHWHWH C MYKOBHC—

UHgO30M, HABMWEREMHX HaMW C geTcTBa. B OogHOM cnywae 3azonro pgo He-
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peMeHHOCTH (B BO3pacTe 14 neT) geBOYKka Nnepenecna THOMHHM MacCTHT,
TOYHYW NPUHUHY KOTOPOrO HaM YCTAHOBHMTb He yganocb, OgHaro, Heobxo-
AMMO NOMRUTE, NTO Yy HEKOTOPHX WKEHUMMH BHABARANCH XNCTOoonbpOo3 MOnOu-—
non wene3w (Bohm, 1985). W noToMmy pasBuTne HenakTaAUNMOHHOTO MAcTHTA
MOXET 6BTb CBR3AHO C 3THUMU ABAESHUAMM

BTopas weHWWHa nocne HacTynnenuns GEPEeMEHHOCTH CMEHUNa MecCTO XH-
TenbcTBa, OgHAKO HAM CTano M3IBECTHO, 4TO OHa poanna 370pPOBOTrO pe-—
6enrxa, Y TpeTben B HacTORWEEe BpeMa 6epeMeHHOCTb nNpogonxaercn, UHer-—
BEpPTanA KerltnHa nmena 3 6epeMeHHOCTH; gBe nNepBbe 3aKOHNMINCH poXge-
HHEM Manb4YWKOB. lpuBogumM Habnwgenne Tevenns l-n SepemMeHHOCTH,

bonbraa H. D 20 neT, MaTb KOTOpOW CTpagaeT A3BEHHON GONE3HbW,

-
C poxgenna oTcTaBana B oM3NNEecKOM pa3BuTun, BnepBhbe nepeHecna
nNHeBMOHMI B BO3pacTe 2 Mecaueb, noBTopHo B 1,5 roga, 3ateMm oTMmeva-—
nnce vactue OPBW, B 1971 r. nepexnecna abcuegnpywowyw NHEBMOHHO npa-—
poro nerxoro,. B 3To BpemMs HaMn 6wl NOCTABNEH gWATHO3 pecnuﬁaTopHoh
©OpMB MyKkoOBMcuUMgO3a (xnopugu norta 150 mmonb/n, cnwnw-20,2 MMOAb /N )
nocne yero geBOYKa HEOZHOKPATHO nNevnnacb B nynbmononorﬁwecxom cTa-
unoHape M canatopuax, lipy ganoHenwem 06CNegOBaHUK OHN BHRBIEH fge-
oopMnpywitnit 6poRxnT, C BO3IPAacTOM OTMENAN0OCh yny4Huwenue, NTO BHpa-—
MANnoCb B YMENbWEHMH HacTOTw 060CTpeHnn EpPOHXONEro4yHoro npouecca,
napannenbRO 4eMy NPOM3OWNO CHUMNEHHE KOHUEHTPAuWn XNOPugOB noTa.
THNUPOBAHWE AHTUTEHOB TUCTOCOBMECTHMOCTM nokasano Hannsne HLA Al,
A2, B15, B40O. lopMORanbHui CTATyC!: oCr-3,8 mU/vl, nr-8,6 mi/ml,
scTpagnon-890 nmonb/n, TectocTepon-0,2 Hr/mn, nponaxTtunu-220,4
mU/vl, nporectepon-47,7 Hmone/n

FnHexonoruyeckun aHamMHes: MeHcTpyaumn ¢ 16 net, uepes 21 xenb,
Heobnnbhbue, 6e3boNe3HeHHbe, Myw 3gopoB., B cpoxe 7-9 wegeno neun-
nach B CTauMoOHAPEe NO NOBOgy Yrpo3n npepuBalns 6epeMennHocTu, B 12
Hegenb nepenecna coTpacelue TONOBHOTC MO3ra, Ao cpoka 23 Hegenw

YyBCcTBOBAana cebs YZOBNeTBOPUTENDLBHO, HO 3aTeM NOABMNACDL OgbllkKa& NpKH
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OMINHECKON HaArpysxe, raWens C OTgeNeHMeM HEe3IHAYNTENbHOr O KONHMYecT—
Ba MOKPOTH,

' 06BeXxTUBHO: B nerkmux HECTKOe gmxXanwme, xpunoB HeT, NIOP-oprans
6ez natonorun. KapgnmoTaxorpamma nnoga: 6GasanbHuit puTm 135-155 yga-
POB B MWHYTY, NAaTONOrmM4ecCKkuX OTKNOHeHUn HeT, C 24-n negenn Gepe-—
MEHHOCTH Havanmace naTonorunyeckxas npunbaBKka MacCh Tena, OgHAKO AB-
nenns gHXaTEeNnbHOW HEegOCTATOYHOCTHM He HapacTanu, B cpoke 29 Hegeno
nepeﬂgcna ABYCTOPOHHHWM Cpeguun oTnt, a B cpore 30-31 Hegens noa-
Bunca Genox B moue (0,99 r/n)., B cpa3n ¢ 3Tum B 32 Hegenn rocnuta-
nN3INPOBaAHA B akywepckun cTtauunorap, Ilpu nocTynnenun: pocT M Mmacca
B npexenax HOPMb, KOXa 671egHO-pPO30BOro uBeTa, TOHB Cepgua PUTMHUY-—

HbEe npuranywenHuo, B nerxunx wecTtroe ABXaHKne, cnpaea B NOZg/NONATO4YHON

\
obnacTu Hebonbwoe XONWHEeCTBO BNAXHBK XPHNOB. [OHMKEHA 3KCKYPCHUA
nero4YHoro xpaﬁ,.Kawenb C TPygHO OoTpenaemMon mokpoTon, lleyveHb He
yeeanuena, OTexoB HeT, Nonowmenve nnoga NnpogonbHO~ronoBHOe. Npu
3XOorpaonn onpegenqaeTca runoTpoena nnoga, Penrrenorpaena nerxunx:
Hebonbwoe B3gyTne B BEPNRHNX OTgEenax, KOpPHWM pacuupenn, Sonbuwe npa-
BB, COCygncCTui PHCYHOK rpy6oBaTwon, ymMepeHHo u36nTOuHmN C obenx
CTOPOH, CBEeMHUX MNHOMNBTPATUBHBX NPORBNEHNMN BBABNEHO He 6wno, cne-
AOBATENbHO M3IMEHEHNA B NErxnxX ABAAWTCH CNegcTBHWEM NHEeBMOCKknepo3a,
B cTaunonape nporpeccupoBanu QBNEHKWR HewponaTHM, BO3pPOCHa NpPoO-
Tennypua go 3,3 r/n, cunannca ypoeenb Hb go 108 r/m n xonunuectso
12
3puTpounToB g0 3,49 10 | nosBunacb apTepHanbHas THNEpPTEeH3na g0
160/100 MM pT.CT. B CcBR3M C 3TuM NpOBegeHO JOCPOYHOE pogopaspeuwe-
HHe nopg nepngypanbroi aHecTe3dnen B cpoke J4 Hegenn, bonbHasa paspe-
wMnaco wuBbM Manbunkom mMaccon 1950 r u poctom 45 cm; oxpywHOCTDB
rpyasn 26 cm, ronosb 29 cm. flpogonxntTenbnocTs pogosoro akta 10 u 40
MWH, 6eapogHun nepnog 2 ¢yT 2 4 35 mMur, "NeHnon" TecT ¢ aMHMOTH-

veckon wmngkocTbi 1:1,3, TO ecTb B npegenax nopmm, OueHka HOBOPOW-—

genHoro no wxane Anrap 4-8§ 6annoB. COCTOAHME HOBOPONJEHHOTr O TaAXe—
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TO&: CHWXEH NOZKOXRO-MUPOBOM CNON, TUNOTOHMR MbUY, AKPO~ W NEpPUO-
pPanbHBi UMIHO3, XPUK TPOMKMI, B NErkux KpenuTUpynune XPpHNb, TOHH
cepgua fcHbe, UCC 156 B MunyTy., HeBponormueckui CTaTyC: OMEHb BRA-
nas peakunsa, peenexcn yrheTeHw, napes B30pa BBEPX, pacxogsueecs
Xxocornaine, CHUMREHa aAaKTUBHOCTb gBHXEHHH, OCOGEEHHO cnpasBa,

Taknum o6pa3zoM, KOHCTAaTHPORAHA TRAKENAR THNOKCHRA (TOKCHKO-THNOK-
cnyexas FHUERANONATHA), BHYTPUYTPOEHaRA HHeEeRuMs (NHEBMOHMR), BHYT-
PHYTPOGHaAR THUNOTPOYMA, HELOHOWEHHOCTLb, B Teyenmne 12 4 cocToaHuUE
GHNO CTAONNbHLM, HO 3aTeM HAYRNOCb NPOrpPecCHpPOBAHME TUNOKCHU U gH-—
XaTeNnbHBX PACCTPONCTB, M B BO3pacTe 1 cyT 16 4 pebenox ymep,

lpn natonoroaHaTOMMHECKOM MCCNEjOBRHMM BLABNEHR BHYTPHYTPOGHAa®
PacnNpoOCTPAHEHHAR KATAPANbHO-J€CKBAMATNBHAA NHEBMOHUR, KPOBOU3NTHRAR-—
HUE B NONOCTb NEBHX MENY O4YXKOB MO3ra, NAPEHXUMATO3HAR gUCTPOWHSR
MHOKaPga u'neqenu_ Makpo- M MUKRPOCKONMYECKW NOZKENYgOvHAR] Nenesa
HE M3MEHEeH&, HTO MCKAWNMUNIO MyxoBncungoa, WccnegoBaHue nnauenTs no-
Xa3aN0 XPOHMHECKYH NNAUEHTAPHYNW HERQCTATOMHOCTb HA O®OHE e& npexge-
BPEMEHHOT O CTAPEHNR, OHAroOBHW JEeUNJYNT, AMHUOXOPUOHUT,

fNopTopHas 6epeMeHHOCTb Yy gaHHoOn GONLHOM Hepe3 gBa roga 3aKOH4YM-
nacb pOMgEeHHEeM XOTSH M JOHOWEHHOTro pebenka, HO B COCTOAHUU TOKCU-
Heckon s3Huyeoanonatunr, Ha 5 cyTtkn pebeHokx (Manb4uKk) ymep OT Bbpa-
WEHHOM MHTOKCHKAUUMN N NEerovMHO-CEpPgEe"HON HejgoGTATOMHOCTH, Pa3IBuTHe
xoTopon 6wn0 O06YCNOBNEHO BHYTPHYTPOBKOR NHEBMOHMER CMEWAaHHOR 3Tu—
onorun (agenoBnpyc+E.coli). Makpo- u Mﬁxpocxonnwecxné N3IMEeHeHns B
nogkenygO4HOR Mene3e He NOJTBEePNUNIN HANHYNA MYKOBUCUNZO3a,

UYepes rog HacTynuna TpeTbsn GepemMeHHOCTb, KOTORas 3aKOHYMNACH
powgennem (B HUW Al PAMH r Cank7 feTepbypr) 3g0pOoBON geBOYKM MacC-—
con Tena 3000 r., n poctom 50 cm, TipegBaputenbrnoe renetTnyveckoe ob6-
cnejgoBanne GONLHOM NOKA3ANO0 HANMNMME HEZHOPEPEHUNMPOBAHHON MyTaunu
(N/N), a nperaTanbHaf gHATHOCTHKA NNOfa WCKNWYNNAR MyKOBHCUWZO3.

c yieToMm &}’TOCOMHO—PQN&CCHBHOTO THna HacnegobaHna PUCK poXNge-
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HUA OONMbHOTC MYKOBHCUWZO3OM pebeHka OT MATepH ¢ MYKOBMCUWZO3OM
coctaBnfaer 1:40-1:50 (Bender et al., 1977). Chun-1 Wang et al.,
(1992) coobuwawT o 7 cnyuaax 6epeMENHOCTH, M3 KOTOPHX OfHA XeHWHHA
nmena renotun del F508/del F508, gpyras -del F508/N1303K u Tpn -
del F508/N (ogna wenmuna paspeunnacb gBOWHEN, Npuiem Gan3neun ume-
nn renorun del F508/del F508). Y Bcex weHWMH 6o XPOHUHECKMI 06CT-
PYKTHBHUN OPOHXUT CO CTabUNbHBMKU NOXKa3aTenaMu cnupomeTpuu: B ne-
XKOTOpPHX HAONNIEHMAX PEerncTpPUpOBAaNUCh CHAYHan NEeTanbHOCTW kak geTen
OT HEJOHOWEHHOCTUW W PEecnNpaTOPHOTrO gUCTPEcC CHHgpOoMa, Tak N MaTe-
pen OT nporpeccupywmnx nerousnmx ocnowxvenmn (Grand et al.., 1966). .
Pogn y 6epeMeHHHX C MYKOBACUWMZO3OM TpebywT OT nepcoHana Sonvuwoh
OTBETCTBEHHOLCTHN BCNEegCTBWE BO3MOXHOIO PA3IBUTUA OCHTOXHEHWN: nepe-
rpy3k# NpasBoro cepglia, [HXATENbHOM HEgOCTATOHHOCTH, NHEBMOTOPaKCA.
Npr 3ToM cnegyeT CTPEMHTbCR kK CHNOHTAHHNBM POgaM u u3beratb nNepeHa-
WHBAHNRA, OTgAaBATh NPEeNOYTENne nepugypanbHOW AHECTE3NN nepeg nH-
Tybaunonnum Hapko3aom (Limacher et al., 1932).

Y MEeHWNH C MYKOBHCURLO3O0M MERAETCR COCTaB TPYRHOro MoOnoxka: ec-—
N coOCTap HENTPaNbHbUX XUPOB, XONECTEPNHA He OTANYANCA OT HOPML,
TO M3IMEHEHNMA B COCTaBe NOAUHEHACHIWEHHHX MUPHHX KHCAOT COOTBETCT-
BOBanM TaxOBHM B NNa3Me KkpOBU 6onbuux (Bitman et al., 1987). A

3TO B CBOMW OvYepegb CTaBnT BONPOC O nNpegnoNTUTENBHOM XapaKkTepe

BCKapMAWBAaHNA geTen 0T MaTepen < MyKOBUCUMZO3OM,
3.7. Pegkune npomspneHnsa MYKoBHCUHZO3a

AnuTenbnoe nabawgeHne 3a GONbHBMM MYXOBHCUUZO3OM Pa3nniHbX
BO3pacTHHX FPYnRN NO3BOANAO HAM OTMETUTbL PRJ OTHOCHTENbRO pegkunx,
fonee wnu MeNee W3IBECTHBX NPOABNEHWR JAHHOrO CTPAJAHWA, “aCTb KO-
TOpBX WMEeT HEeKOTOpYWw CaMOCTOATENbHOCTDL (Ta6n,3.3.). Cymecrsyw;

CPaBHWTENbHO PEegkue, HO JOCTATONHO WUPOKO M3IBECTHHE NPOABNEHNSA

6oneann (NpONanc NPAMOM KWWKHW, NOANNO3 HOCa, caxapHoh gnabet, Kn-
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moé);eCTb MEHEE N3BECTHHE, HO BCTPEYIWUNECSH JOBONBHO HACTO (NHEeB-—
MOTOP2KC, XOnenmnTnas, CHanos, 3300arnrT, apTponaTHR); M ecThb Eonee
pegxne un X }omy HE Mano nipecTHoE (MACTONATHA, PEUNSUBHPYNUNR Ke-—
PaTHT, NPOCTATHT, aMunongo3s),

Tabnuua 3.3.

Pegxue npoamnenns myrxosucuugosa

CrHgpOMY OcHoBHbE Ocnoxuenns Hegunooepernunpo-

H cHcTeMmn NPORBNEHKURA BaAHHLUE NPORBNEHNSHA
Nlerovuun fonunos nHoca TheBMOTOPAaKC

CHHppOM Kneos

KpoBoxapxaHbe

Knwevnwon MakpoxncTn daocoearnT Kncta nnxnen
CHHgPOM nogReny goMHON Xonennrtnasz YyenwcTu

Keneswn

Kncto cnwonrHbx

xenes
SHgoxpuHyan TpocTatnt CaxapHbn gnabet| Kucta wuntoBugHOM
cncrTema SyTnpeongHun KRenesn

306

Npoune opra-| ApTponatns MacTur Kncta ronosnoro
HbB n cuctemp| KepaTtnt Amunougos Mo3Ta

Hawn HabnwgeHnna nokrasanu, HTO KpPOBOXapkaHbe BCcTpeuaetTcn y 2,9%
6onbHbuX CcTapwero po3pacTa WM RE ﬂsnéeTCQ YyrpPOXRawWuM KU3HH COCTORHMN-
em, flpn gnAnTennHOM NpPOrpeccHpyniieM TeYeHWW PEeCnNUPAaTOPHOT O CHHPOMa
pPa3BMBaeTCR KW@®O3 TPYFHOrO OTgena NO3BOHOYHMKA — y 6,6% 6onbHux,

NMpuustoe B CUlA HazBaHne 60NE3HM - KHCTOOUDOPO3I- ONpPaBLHBAETCSH
NPUNNIHEHHBM OGHAPYXEHNEM XNCTO3a HE TONbXO NOAXENYZOHHON Xene-
36, HO WM CHIOHHLX xene3, Y ogHon HOAbHON 13 neT AXMPYPruyeckum ny-
TeM Guna yganena Q@ONNNKYNAPHAA KUCT2 HUWKHEN HenNwcTH; Yy OgHOro npu
XOMNbOTEpPHON TOMOTrpamnu OBHapyWeHa KWCTa TONOBHOTO MO3ra; y OfgHO-—
ro 6onshoro 33 neT oB6HAPYHEH KNUCTO3 WATOBUZHNOWN Wenelw,

B nawen cepun HabnogexHwn 3300arnt OTmequ’y 18,4% Gonbnux n y
0,73% - xonenrtnas. PalBnTne CaxapHoro gnaberta HaM yganoch OTMe-

THTb y 1,5% # yBenn-weHne WATOBUZHON weneiw y 1,6% 6GonbHux:
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Y ogHoro 6onbHoOro MYXYnHb 24 neT na woHe MYKOBHCUMO32 pasBun-—
cA NPOCTATHT, OTANHANWKMNACHA TOPNMUIHbLM TeHeHMeM,.BHPaWEHHOCTbW 6one-
BOro CHHIPOMa M NNORO NOoggawmuncs obwynon Tepanun, B gocTynHon an-
TepaType Mbp HE& BCTPeTHNIN ONUCARHMM NPOCTATHTa NPH MyKOBHCUUgO3e,
OgHaxo MOMHO NPegnNONONMTbL, H4TO 3TO ABNASTCH OFHMM N3 OCHOBHRX NPO-
ABNEenHnn 3a60NeBPaHnfA, NOCKONbKY NPOCTaATa ABAAETCHA TakXEe 3K 30KPHHHON
Heneson M HexoTOpHne aBTOPH ONWCHBANT pPa3BUTHE B HER KWcToenbposa,
orMenan, H4To ¥y 24,3% OGONbHBX XPOHMMECKUM NPOCTATUTOM NPHHKUHE 3abo-
nevanna He Swunn yctanosnenwn (B .H. Tkawyx c coaBt., 1989). Cnegopa-
TENnbHO, JA&HHHR BONPOC HYKRpaeTCH B pa3paboTKke Kak B NnaHe wccnego-
BaHMA OONbHBX MYKOBMCUMZO3OM MYXHYMH, Ta&K W B NAAHE JHATHOCTHKY
MYXOBNCURgO3A CPegn HONbHBX ¢ XPOHHHYECKHM NPOCTATMTOM,

Y gByx OONbHHX WKOABHOTO BO3PAcTa M OTMETMAM NOPaxeHne rnas v
BUgEe pPeunguBnpyNmero kepatura,

O4enb pegkuM OCNOXHEHMEM MYKOBMCUMZO3a aBrNAeTcs amunongos, Mo
Habnwgann MywunHy 37 neTt, CTpagaBllero XPOHNMHECKUM OGCTPYKTHBHEM
3abonesannem nerxux, 3obom, Hecnnognem, y kKOTOpOro ocHoBHoe 3a650-
nepaHne — MyKOBHUCUWMZO3 — OCNOXHMIOCH AMHITOWZO3OM BHYTPEHHHX Opra-—
HoB. NpuBognm nawe nabnwgeHne,

Bononon N 0., 37 net. Pognaca 6-m pebenxom B cembe, OTteu cTtpa-
gan XH3N, y matepn 306, OgHa cecTpa yMmepna B BO3pacTe 1 rog o7 3a-
Sonepannm nerxux, y gpyrow cecTtpn guarnoctupopbad 306 I cr. C BO3-
pacta 1 rog y 60nbROr0O gHarHoOCTUpPOBAH XPOHMYECKHNn BPOHXNT, nocne
Yyero oTmMeqanmncb HacTme obocTpenns M.HeOgHOXPaTHO OTMENANUCb NHEeB-
MOHMK, B BoapacTe 27 neT NOCTABNEH gHATHO3 NONMHKNUCTO3a NErKknx,
aMunongo3a nouek u nevenn, ¢ 32 neT 32PEernCTPHPOBAHO yBennyewne
WMTOBNgZHON Wene3w, a B 33 roga gUarHOCTHpPOBaHA KNUCTA WNTOBHZHON
wenean, BonbHOW geTen He HMeeT,

Mano6w Ha ogbllky nNpH HE3HAYMTENbHON HATPYy3Ke, NOCTORHHBN Kawenb

¢ oTgenenmem MOKPOTH, ronopHwe Goan, Honanm B ob6nacTn cepgua, Bpeme-
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HaMW OTEKM nhnua u Ha Horax. MNuTanwnme nonwmweno, Macca Tena 50 xr,
pocT 161 ¢cM, DnegroOCTh, Cy»0CTb, MPaMOpPHbN OTTEHGK KOXM, aKkpoUMa-—
Ho3, "DapaGanHune” nansuw, "vacoBne cTexkna", Bo BpeMa oBoCTpenua
6ecnokoaT H60MH B NEeBPOM KONEHHOM CycTaBe. YBeNMWEHNEe WNUTOBUIHON Xe-—
nesw go III-IV cT.; nanbnupywTcs nnoTHwe y3nm cneBa M Horbwe cnpa—
pa, Tpemop pyk. I'pygHhaa kneTka peeopMupoBaHa, yBeNnuueH nepegHe-
3aghini pasmep. NepkyTopHo kopoHouHBI 3BYXK, ayCKYAbTRTUBHO gHXaHMeE
MecTkoe, BRAXHBE XPpuUnb, Bepxyweynbun Tonuwor ocnabnenH, TOHB PUTMUN—
Hpe, npurayuenwn, AR 230/120 mm.p7.cT. MuBOT MArxun, HONE3HEHHOCTHb
B nNpaBoOoM W NEeBROM nogpebepbsix, newens BLHCTynaeT M3—-nNOg NpaBoOro nog-
pebepba Ha 5 cm,

B anann3e xpopn ymepennana anemusa (Hb 34 r/n, anusountos, nonxkn-—
nouuTo3). B aHanM3IaAX MOYM gUHAMHHECKH NMPOCNEXNBAETCA NPOTEHHYPpUSRA,
unamugpypna, B xoﬁpounTorpamme HenTpalbHuwn xXup. Xnopugw nota 103
MMonb/n, PeHTreHorpaens nerrnx: YCnneH GPOHXO-COCYnCTHR PUCYHOK
Ha @OHEe KOTOPOTrO CNpPaBa MHTEHCUBHOE nNOoHWMEeHune nnesMaTn3aunn, Cnpa-
Ba M cneBa BO BCEX NETOMHBX NOAAX OKPYyrnne Pa3INTUYHOTO pa3Mepa TOH-
XxocTennne nonocTn, TeHn KOpHEW pacwnpeHb, He ghesvepenunpywTca. Ha
cepun TOMOTpPaMM HHNHEgONEBON BGPOHXN NPOXOgUM, HO PE€3KO CYyXew n pe-
vopMupoBan, Cepgue Hebonbwnx PR3MEPOB, YBEIUHEHWE NPABOTO Xenypou-
Ka. Cnuporpaons: pe3KO BHPAXEHHOE CHHNEHME BRETHISAUMOHHON CNOCO6-
HOCTW nerkux cMewaHnoro rexwesa, Ha OJKI npu3snakmn cucrtonnvecrom ne-
perpysxu neBOro Menygouka; THNEPTPOOUA ODOUX Menypo4vkos,

Anarnoa: MykoBuCcuugO3, CMEWAHHAR @OpPMa; ﬂonuxuc%oa nerxux;
Knctos muTOoBHgHOM wene3w, y3noeon 306 IV c1.; llerounoe cepaue;

XMH III oT_} AMUTION O3 NeveHn u novekx,

B gaHHOM nabGnwgeHnn y HONBHOTO C XapakTEepHHM AHAMHE3OM, Knaccu-
YeCcKkMMW NPU3IHakaMu HONE3IHM, NO3gHEN JUATHOCTUKON MYKOBUCUMZO3R OT-
MENAETCR CHCTEMHBI XAPAKTEP NOPAXEHNA, BKIWHAR Pa3BHTHE KHUCTO3a HE

TONMbLKO NOgKENYygOYHCH KEAEe3b, 2 TaKKe Nerknx W WHTOBUIHON Wenesw,
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Kpome TOrO, PETHCTPUHDYNTCR TAKME OCNOKHEHMS Kak nerouiNoe cepgpue,

6becnnogne, apTpoOnNaTUR M aMRAOWZOS3, AC XOoToporo 6onbHue cTann '"go-—
KHBATb" B PE3yNbTaTe CORPEPWEHCTBOBANNS TepaneBTHYECKOro xoMnnaerca,
TaknM O6pPa3oOM, HAXLONNEHME KNUHMYECE X HA3HHBEX O MYroBHCUMgO3e
NO3BOANNO PACWHPUTH HAWH NPEFCTABNEHNMA O CNEKTPE €ro KANHHYECKHNH
NPOABNEHNN WK OCNOKHEHHM CO CTOPOHB CaMbx Pa3HBX OPraHoOB K CHCTEM,
NAaTOreéHes xOTOopHX Mb CyMMMPOBAanM Ha pucyHke 3.7, Bce 3T0 cTaBuT

HOBWEe BONPOCH ANf MCCNELOBATENER W OTKPHBAST NEPCNEKTHBY ganbHEH-~

wero M3yHehHnwsa 37T0Tr0 nNOAMMOPeHOro 3ab0nepanns y geTeh n y B3POCHuX.
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rnmTABA IV

F'EHETMWUETCEKMUE WCCHEaoOBAHMKZA
4.1. Npoapnenns MyxoBMCUMZO3a B TreTEpPO3MTOTHOM COCTOAHMM

AKTYanbHOCTb NONCKa KNUHWMYECKUX NPOABNEHWN Y TFeTEePO3IUrOTHHX HO-
cCHTenen reHa MYXxoBMCUWgO3a ONpPegenaeTcR WX 3HAMUTENbHOM HacTOTOM,
paBHOR 2-5H% BCero Hacenenna, B cemMennoMm avaMre3e BGONLHHX MYKOBHC~—
UM gO30M BLABNAETCA BwCOKanR 3abonepaemMocTh CcHHCOB, pognTenen n Gan-
KaANWUX PORCTBEHHWKOB XPOHMYECKUM OPOHXMTOM, CHHYNTaMKM, NaHkpeaTH-—
TOM, KOMMUTOM, CaxapHoM gnateTom, A3BeHHON 6one3nbi, pexe HpoHXn-
anbhon actmon (M. A Qageepa, 1984). B panbHenuem Takxe 6wNO nokala-
HO, HTO XKAPgWMHANbHBW CHMNTOM PEaXTNBHOCTH gHBXATEAbHHX NYyTen — CTPpH-
ZOP — Yame BCTPENaeTCA CPpegn poguTeNnehd BONbHHX MyKOBUCUMZO3OM, HeM
B KOHTPOAbHOM TpPynne poguTenen peTen C BPOXKJEHHHM NOPOKOM cCepgua
(Davis et al., 1987). TNoxazatenn cnunpomeTpun y pogntenen G0aAbHBX
Myxoaucuugoaoﬁ 6unn HMKE, a HacTOTa Nerounnx 3aboneBannn Honee,
yeM BgBOE NpeBRWaANa TakoBYW Yy KOHTPOnbHom rpynnu, Taxum obpasom,
nony4eHHne gaHHHE COrnacywTCR C THNOTE30l, HTO TeTEepPO3HroTHOCTDL
No reHy MYKOBMCLMJO3a aCCOUMMPYET C NOBHWEHHOW PEAKTHBHOCTLN gb-
XaTenbHBX nyTen.

AHann3 pogocnoBHmx 82 cemen, B KOTOpPWX Mbi Habnwgann HOAbHBX My-—
KOBUCHMO3OM Nokal’an, 4To Haunbonee vacTo BCTpetanacb NaTonorus
racTpogyopgeHanbHon cUCTeMp (XONEUNCTOXONAHTHT, XONennThas, A3BeH-—
Haa Home3dHwb, racrTput) — Yy 33 poguTenen, ganee XPOHUHECKUN OPOHXNT
- y 11, caxapnun gnaber -y 2 pogntenen, 3 Gabymex n 4 npababyuwex ,
NaTonorna WMTOBUZHOW Kene3w — y 3, 3aTeM THHEeKQonornveckas nartono-
rna (agHekcuT, KNCTa andnnka) - y 9, Mactonatuns - y 4-xX matepen,

Kpome k7IMHMKM NPOBOAMACRA NONCK NA6EOPATOPHHX METOZOB gHATHOCTH-—
ku retrepoanrotnocTtun. H. W Kanpanos (1986) npomen cpaBuuTenbHun ana-

N3 paga TeCcTOB, KOTOPbLM HE& NO3BOANUN CHUTATDL HagexiboM HU OgUH N3
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HUX. B CcBOW OYepegb Mb nNpoBenuM WCCHAegoBaHue noTa Yy o6anraTHuex re-
TEepO3INroT (poguTtenen) u cnbcoB., CpegHun YPOBE&Hb XnopugoOB noTa Yy
cn6cop cocTaBun 34,0+1,3 MMOAB/n, 4TO NONHOCTbLW COOTBETCTBYET HOP-
Me; Yy poguTteneh OH paBHAncs 56,8+1,6 MMORb /N, HTO pacueHvMBaeTCH
K&k YPOBEHb, RAXOfAWUNCA Ha TPaAHM HOpPpMH W natonormu., CnegoBaTenb-—
HO, T&H MYKOBMUCUMZO3& MOXET HE3HAYUTEeNbHO NpPOSABNRTL ceba B retepo-—
3NTOTHOM COCTOAHUM, OZHAKO, KAK KNHHUYECKHEe, Tak W OGHuYHHe nabopa-
TOPHHE KPUTEPHH 3TOTO HEHageXHw, B 3TOM OTHOWERWM NPOrpPecc CBRIAH

NHlb C METOogaMu Monexynnpnoh FreHeTHnKkn,
4,2,MAEHTH¢DMKauM‘R CneunenHeckux reHeTniecknx Mapkepos

K ogHOMYy M3 MHOrOWMCAEHHBY NOAWMOPIHHA NPU3IHAKOB 4HenoBeKka OT-
HOCUTCR THN YWHOW Cepb, OOPa3yNWeNnCR KEene3aMU B HEIHANUTENbHOM KO-
nuvecTBe gNR €CTEeCTBEeHHON CMa3KW HapPyXHOTO CNyxoBOro npoxoga. Ee
COCTAB HE MEHAETCRA B TeuveHne BCen XM3IHN HenoBexa M KOHTpOonupyeTcs
ZBYMS AYTOCOMHbMM TEHaMW — W g7A8 WMEKOM M W gnR CyXOh Cepw, < non-
HONW gOMUHAHTHOCTbK annens xugkon cepw W, OQenHoTunuuyeckym romosnroTa
WW He oTnuuuma OT retepo3nrors Ww. Panee Huna BuABNEHA pPa3nunyiHan
3HauuMocTh Tnnoe WW, Ww ¥ ww g7 BO3IHWKHOBEHWSA OTHTOB M NHEBMOHUN,
Y 37,7% 3x0opoBnx nwgen OTMeYaeTCd CyXoh Tun cepn, 3TO roMO3nroTu
No peueccHMBHOMY TEHY W, HO NPM NHEBMOHMM JONA gEe€TER C CYyXUM Tunom
cepn 3HaunTenbHo Gonbwe - 68,3% (O.K.BorBuHbep ¢ c0aBT., 1980;

K.Y KacenoB ¢ coaBT., 1984; W.C TNerpyxun, 1890). PaboT no uayuennw
TUNOB ywHo#n cepw y BONbHEX MYKOBUCUMJO3OM HAM BCTPETUTbL HE yganochb,
Cpegn obcnepgoBaHHLX HaMu oTockonuuecku 37 6O0MbHHX MyKOBMCUMJO-
3oM B BO3pacTe OT 1.-roga g0 22 neT HacTOTa CyYXOTo THNA YyWHOM cepu
(He npununaeT, WMeeT MATOBOCTb, Ha Pa3Ma3aHa NO CTEHKAaM, CKNOHHa
K obpasobanuk npo6ok) cocTaBuna 44%, 4TO CYWECTBEHHOD HE oTnnvaeT-

cCA 0T ofmen nONynRuuMM gE€TEn HaWwero peruoHa - 45% .

CnegobBaTenbHO, gaHHBl ®aKTOP HE OKa3buBaeT BAUAHNR Ha TeueHne
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OpOHXONEro4YHOTO NpPOUEecca W He MOXET HWMeTb CEeNexTHBHOW 3HAYUMOCTH
B KavecTBe Mapxepa renoTuna MyKOBHCUMgO3a,

fTonvTkn onpegenexHna 4acTOTw BCTPEYAaEeMOCTHW AHTUIrEeHOB IFHCTOCOB-
MecTnmocTn y EONbHBX MYKOBUCUMZO3IOM ganu pa3HOPEeNMBhe pe3ynbTaTh:
npeobnaganne anturena HLA A2 (Gotz et al., 1974) n ybenunueunne yac-
TOTh BCTpevaeMocTn auturenos A10, B18 n B40O (P,X.Koqapﬁu 1992;
Guembitskaia et al., 1993). NMozToMmy Mw npoBenu CpaBHEHME HACTOT
TAKNX NONMUMOPOHLBN TEHETHWUECKMX MAPKEPOB Kak aHTUrenwn cunctemo HLA
y 24 6onbnbx MyrxoBucungo3om n 250 3z0poBuX niogei KOHTPONMbHOW rpyn-

ne (Tabn.4.1.).

Ta6anna 4.1.
CpaBHuTenonaa 4acrotTa awTunreHos HLA y 60nbHBX MYKOBHCUWZO3OM ¢

B obwen nonynauunn

YactoTa y Gonbnux |flonynaunonnan 2
AnTHurenn MYX OBNCUN O3 OM YacToTa R X p
HLA aéc, % a6ce ., %
Al 5 65
A2 10 133
i [ A ER} i
a7 3 33 !
&10 /i N
el e 7 w57 le,te an, e
~19 2 E 1o |
A2 s bz X 2,35 4.3, {0,005 |
A= : oo 13 Loy, 9o !
B b o) 34 l
Ha + l e T,
Bia = i <1 PR
ERRCT } [ 4 Lo, b
314 z i 1 G
B1E SI boog L
Bis 3 Lo 4 Soal pa, L@ | 90,08
517 3 t i Ji i -
B13 b i b t 1, P
| a7 L ' 5 ! i
B35 2 EE :
BuD P boaa v b VL] <0, D08
L_.______ R _l_. PO -‘ s B —t 2 .

BHaTH: pEonpeaenenns THrEen s HLA nor voos e B ou O ok @ a0 sHaMK

HMOE AOELWEHM = OhErs COBHS SRTHCSRcE 330, &1L, 316w A28 2 vena-
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TUne 60AbHBX MYroBuCcUugO30M, PacueT cueHku npoBOMICH C NOMOWbLK

2

Kpurtepna x , OT?euammemy Ha BONPOC O CYWecTBOB&HWWN CTATHCTMHMECKOR
Pa3HuUb MemgyY HACTOTOM HOCHMTEenen aHTureHa B rpynnax SONbHBX M 370-
PoOBHX, @ TaKkxe noxkalaTtena oTHocuTenbnoro puncka (R), noxaszwmBawwero
HaCKONTbKO CHIbHA ACCOUMAUNRA MeXgy aHTUrenom u Sone3Hnbr, floxa3zaTenn
R cuunTaerca 3naunMoM, ecnn oH Gonbwe gByx (W, M 3apeuxas, 1983).

W3yuenne pacnpegenenns aHTHT E€HOB nox}coa A, B n C y GonbHux C
Pa3nMuHBMNH eopMaMiM 3a60NeBaHMfA fano MeHee HeTKkHe pe3ynbTaTu: 6o-
nee 4acToO Yy OONbHbBX CMEemaHHOW GOPMON BCTpevannchb aHTurenw A3 (y 5
n3 11) n A2 (y 4-x), npn nerounon eopme — B7 (y 5 u3 7), A1O (y
3-x) n A2 (y 3-%x) n npnm atnnuynon — A2 (y 3 n3 4-x Gonbhuox), Hipn
TRAKENOM TeuveHun 3a60né9annn HYacTo onpegenanca anTnren A3 (y 5 n3
T7-Mu), npn cpegrne—-Taxenom — B7 (y 5 3 6-Tn) u npn nerkom TeHeHUH
- A2 (y 6 n3 11-Tn), AnTurenw A9, B1l2, B13 » u Bl4 nmenn npoTex-
THBHEN xaﬁaxTep, BaxHO OTMETHUTb, HTO HECMOTPSR Ha NOBLWEHHbA PHCK
Pa3BUTHR CcaXapHoro gunabeTa n apTponaTn Yy EO0NbHHEX MYKOBHCUMJO3OM,
xoppenaunu ¢ aHTureHamu B3, B15 n B27 BusBneno He 6Guwno,

Takum 06pas3oM, YCTaHOBNEHHHE ACCOUMATHBHBE CBA3W TNABHOTO KOM-—
nnexkca rMCTOCOBMECTHMOCTH MOTryT 6bHTb B KakOW—TO Mepe HCNoNb30OBaHmb

KaK TEeHeTnvHecxun Mapkep MykoBucumngo3a, a TaKxe gina OUEHK#H crTenenn

TAKECTH W NporHo3za 3aboneBanns,
4.3. MgenTHonkauna MyTaunn myrkosucumgosa

CoBpemMenHbe TEeHEeTHYEeCKNEe MCCNegOBaHna NOoZTBEepINAMn TunoTtesy an-
NenbLHOn reTeporeHROCTH EAMHNHHOrO NOoKyca MyKOBHCUNZO3R (Ferrari et
al., 1990). Kakx yxa3wmBanocCb BblWe, YCTARHOBNEHO, HTO IeH MyKkoBucun-
Z03a nokanuayeTcs B obnacTn 7q31.1 n npegcrtaBnaeT cobon yuacToOK
oxono 6500 HykneoTngoB Cogeprawnx 27 sk3onos (Tsui, 1990). B nac-
ToRuwee BpeMa B JAHHOM TeHEe MIEHTHOMUUPOBaHO He Menee 300 mytauun,

B TOM NMcne Ha TeppuTOPnn Hawen cTtpaHb (B,C BapawoB ¢ coaBT, 1990;
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T.3.#pawenxo, 1992; Estivill, 1993). Ognako ocCHOBHOM MyTauuen CHH-—
Taetca FH08 - geneuns 3-x WyrkneoTugos » 10 3K 30HE, KOogNpPYywwaa amu-—
HOKNCNOTy e¢enunanannd B 508 nonoxenwnn Senxa CFTR. Cuntaetcs, MTO
CFTR BcTpauBaeTca B MeMEpaHy KneTKu u \BnaeTca ee ATm—aaBMCMMHM
RNOPU HEM KAHANOM, TECHO KOOPgZMHMPOBAHHHM C QOCGOPUINPOBAHMEM W
nemoémopunuposannem (Riordan, 1991). B ganbneiuwem 6wna ycTanoBne—
Ha NOCnNejpOBATENbHOCTbL Hapywenun B kxnetxe: del FH08 Bu3wBaeT HexoOM-
nnexT ranko3unas B CFTR, 4TO 3aTpygHReT ero BwXOg B 3HgOoNnasMaTu-
HecKkuUn peTukynwuM M nonagaHue B annapat lonabgxn (Smith et al. ,1992).
AobaBnenne ouvnwenHnoro UFTR npuBognno ¥ BOCCTAHOBAEHUW JE€ATENBHOC-
TH XNOPMRROTro kanana membpanw knetkn (Welsh, 1992).

QactoTta geneunn FH08 pasnuuna cpegn nonynaumn HO0AbHEX B CTpPaHax
Ebponw n Cemepnon Amepuxn, Hanpumep, B OPI' ona Guwna ocbrHapywxeHa B
xpoMocomakx T77% Gonmnnux, B Ranwnn y 88%, B Uexocnosakun y 68%, B Hc~
nawun y 75%, B Wtanmn y 52 1%, B Pymwuun y 37,5%, B Wapaune y 22
(Bozon et al,, 1991; Dork et al., 1991; Estivill, 1991,; Macek et
al., 1991; Couigli et al., 1993; Popa et al., 1993). Ha Teppurtopnnu
6wbwero CCCP wactoTa MyTaumn F508 orxasanaco nepaBHoMepHOn: B CaHKkT-
letepbypre - 53%, B Kpacnogape - 52%, p HockBe - 43%, Ha Yxpanne -
69%, B benopyccun- 62%, b Nutee - 37% n B llongoee - 25% (T.3.MBa-
wenko, 1992). Taxum 06pa30OM, CPegHRRA HacCcToTa geneunn F508 B cTpa-
Hax CHI' coctaenaet oxono 50% (Baranov et al., 1991). BuaBneunne
3TOR MyTauun NOCNEe aMNAMOWKaAUNK NO3IBONAET ONPEegEeNnnTb rOMO3MTOTH
del F508 unu 45,9% cnywaeb mykxoBucumgola (3axon Xapgu-Baunnbepra)
(Laroche et al., 1990).

.HaMn npopegeHo TecTHpoBaHMWE XPOMOCOM Ha Hanuune rgeneunn F508 B
na&opaTopun NPEHATANbHON JUATHOCTHKM MHCTUTYTa aKYWKPCTBa M THHE-
konorun AMH P® y 77 6onbHbmX MyKkoBucungoloMm, PeaynnTaT nokasan Ha-
nuune TarkoBon y 31 naunenta, 4TO cocTaBuno 40,26%. Cpegn 3Tux Eonb-

HbexX del F508 B rOMO3INFOTHOM COCTORHMM obHapywena y 9-Ttun (11,68%) #»



Puc.4J1. Pe3synbTtaTt MONEKYNAPHO-FeHeTHNYEC
KOro TeCTUPOBaHUA UH(OPMATUBHON CEMbMU

1,2 ~  poguTeNMK, TeTeposILLOoThI

3 ~ npobaHg, romosuror rno del F508

4 “ cmnbe, nrr(f)o:HrotT
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B reTepo3anroTHoM y 22-x (28,57%). Npn »Tom MonexkynapHO-TreHeTHyec—
KMH aHann3 NO3BOANN NCKAWNHTbL gHATHOS3 MYk OoBUCuUngOo3a y 14 obecnego-
panHux. W3yuenne xpomocoMm y 27 pognTenen n 8§ cubGcop GONbBHEX peTen
norxasano Hannuine del F508 y 12 na uux. Ha pucyrnke 4.1. hpeHCTaBneH
pe3yneTaT ob6CcnegoBaHnsa CeMbu, B KOTOPON Ebil BHRABNEH BOALHOW MYyXO-
encungosom (del F508/del F508), a poguTenm m cnb6c 6uAM reTepo3nro-
TaMh no reny myxosncumgosa (del F508/ -).

o ganHwm B C DapanoBa ¢ coasT,.(1991) nanunune geneunn F508 B
reTepésnrOTHOM COCTORHWM NO3BONRAET CTaBNTb gMATrHO3 MyKOoBMCUMpO3a
NpH HaNN4YNW COOTBETCTBYWWEN KANHNYECKOW KAapPTWUHB, NOCKONbKY B 3TOM
cnyvae (del F508/N) myrtaums F508 HaxognTcs B koMnayHge ¢ Kakow-To
EPYTOW, NOXa HegnoeepHUNPOBAHHOW MyTauuem rewa mykosucungosa, llpnu
orcyrcTteun B del F508 meposTHOCTbL MyxoBHCUMjO3a NPUMEPHO PaBHa
50%. B gannwx cnyvasx (renotnne Ttuna N/N) peub ngeT o HegnoovepeH-—
UHPOBAHHBX MYTaumnax, OGYCHNARBANBAWWNX NONWMOPOH3IM KJANHUKM MYKOBHUC-—

ungosa, K TakmMm conocTtaBnenumM Mw obSpaTumca B rnase VIII.
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rnm"AaBA V
N OKAJ3ATETIHMW COCTOSAHMUK 4 ® AKTOPOSB

3 AW WNWT o
5.1. W3amenenus MYXOUNAUAPHOTO KAHPEHCA

Kax yxaauBanoct: Bhlle, OgHMM M3 CaMuxX BaikHoX H3IMEeHeHnn npu Myxo -
BHCUNgO3E ABMATCA JUCNOPUA — 3aTPygHEHUE OTTOKA M 3aCTON Cexpe-
TOB PK30KPHHHBA XNeneld B BHBOgHHBX NpPOTOKAX, KOTOPaAs HaNpPaMy®w CBA-—
3aHa ¢ Hapyuwenunem peonormun, B cBA3M C 3TuUM MH NPOBEAM U3YyHEHHE
GOCTOSRHMS MYXKOUWITHAPHOT O KAWPEHCAa: WCCNegzoBalANChb TaKkWe ero napa-—
MeTphH, Kak BRA3KOCTb MOKPOTH M 30QEKTUBHOCTb paGoTh UNANAPHOTO
INUTENNnA,

ANA M3yHeHns BRA3IKOCTH MB HCNONbL3OBANM koarynorpase H-334, B Kio-—
BeTy KOTOpOro nomemanu o6pa3ub MOKPOTH, NOAYHEHHOW METOLZOM CTHUMYy-—
naunn kawna y 57 60NbHBX MYKOBUCUMZO3OM n 24 — C pEeungUBHPYROUUMA
M XpoHHMUEecKkuMn 3abONEeBAHUEMWU NErKux B nepunoge o60CTpeHUna npouecca,
PesaynbTaT OUEHMBANCA M3IMEPEHNEM pa3Maxa aMNINTy w KPUBOR XOATYnO-
rpatda B mm, HecMmoTpsa Ha TO, 4TO npu 0HoCTPEHUU OPOHXONEroHHOro npo-
uecca Ha XapakTep MOKPOTH BAMANT. MHOTHE @aKTOpPhH, B 4H4aCTHOCTH Xa-
PakTep WHoEKTa, CpPegHAR BENWYMHA BR3IKOCTH MOKPOTH EONbLHHX MYyKOBMC-—
ungoaom coctasuna 7,68+0,51 MM, 4TO CymecTBEHHO NpPeBRWaNO CpegHOW
BEenWuMNHYy BRA3KOCTM B KOHTPONbHOM rpynne - 23,35+3,31 MM (p<0,01).
Wcnonb3opaHne gaHHOTO MeTOga NO3BOAMAO HAM B gaNbHENWeEM NPOBOINTDL
in vitro mayuenne BANAHMR HA MOKPOTY Pa3NUNHHX MYKONMUTHYeCKkuX npe-
napartoe, TO €CTb nnguangyanuauposa}b Tepanunw,

Pe3synbTaThk 3nNekTPOHHOM MHKPOCKOnNUM C MopeomeTpunen GMONTATOB
CNU3INCTON BPOHXOB HONbHHX MYKOBHCUHZO3OM NOKA3aNN yMEHbUEHHEe Hnc-—
na MUKPOBOPCMHOK Ha 17% nO cpaBHeHHK C 60NbHEMK XpOHMUECK UM 6poH-
XMTOM n Ha 34% no cpaBHenuw ¢ nopmou (Gilljam et al., 1987). Uuto-

NnaToresHoe gEWCTBUE Ha KNETKM URNMAPHOTO 3NUTENNR OKA3WBANMH CHHE-



124
rHOMHAA NANOHMKa, BYNbrapHbn NpOTel W xoMnaexc BaxTepnanbibrxX npoTte-
a3 (b.W . Tenbuep, 1991). Wamepenne in vitro HaCTOTH BHEHHN PEeCcHMYEK
NOKAa3aN0 HOPMANbHYyw nx ¢ynkunw (Rutland et al., 1981).

'8 HacToRnmee Bpems pa3dpaboTaHa M anpobUpoOBaHa METOLHKA M3YHEHMNRA
@YHKUNORUPOBANNA UNNNAPHOTO 3NUTEnnn, 0co6GEeHHO ygobHam B YCNOBHAX
xanunkn (Rutland et al., 1981; Canciani et al., 1988). 3To Tax
Ha3uBaeMuh CaxXapuUHOBBH TeCT, 3aKNWHANUHNCA B HAHECEHHWM KYCOWKOB
caxapmHa Ha CANU3INCTYW NONOCTH HOCa HonbHbM 6e3 npu3naxkos OPBU #u
XKawna ¢ nocnegywwuMM nosBNEeHMEeM OWYWEHWR CNagkoro BKyCca B NONOCTH
pta. Ouenxa TecTa NpoM3BOZNTCA B MMUHYTax, llpM 3TOM BHgenaeTcs re-
HETHHECKN MEegneHHBl THN Awgen ¢ gAuTenbHocTbw TecTa oT 1% jgo 30
MHH,, @ NpPK YginHennn Bpemenn go 60 MuH, n Honee MOXHO 3anogo3-—
PUTb NEPBUYHYHW UNINAPHYHW FUCKHHEINK,

pumernenne caxapnHoBOro TecTa y Hawnx 46 GonbHux cTapuwe 4 nert
noxasano yBennueHne BpeMern B cpeghHeM go 23,1+1,32 mMun. YV 28 6onb-
HEX geTen PeungUBAPYNUHM OPORXMTOM faHHBM TECT oKka3anca PaBHHM
13,3+0,9 mun (p<0,001), a y 51 3gopoBux geten - 7,39+0,889 mun.
(p<0,001). ConocTaBnenne pe3ynbTaTOB H3IYNEHHR BA3KOCTH MOKPOTH ¥
CaxXapwHOBOIr O TecTa noka3ano Hananwne xoppenauun: r=-0,77, p<«0,6001.
Bonee cnaGams CcBA3bL OTMEHEHA MENLY CaXapPUHOBHM TEeCTOM M TpPagueHTOM
W3MeHenns oxcureHaumn xpoBu: r=0, 41, p«0,605,

CnegoBaTenbHO, HAPYWEHWE PEONOrUn CAn3n y BOMbHHX MyKOBHCUMgO-
30M CTONMb BEAWMKO, HTO UHTHAPHBA annapaT He CNpaBifaeTcs CO cBOEen
@yHKUNEN CAMOONMMILEHNNA NErkUX u B PEe3ynbTaTe NPONCXONUT JHCOYHKURA
ICATENBHOCTH KapgnopecnnpaTopHon cuctema. C gpyron CTOpOHB 3TO
IONKHO HACTOPOXWTH Bpavenr NPOTHB HEONPaBLAHHOTDO WCNONb3O0BAHWA Ne-
KAapPCTBEHHBX CPEeZCTB HE TONbKO NOBLWAKWWMX BRA3IKOCTL MOKPOTH (Hanpn-
Mep aTponNMHONOxOBHHE, NUNONb&EH M gP.), HO W CKONbKO-HWNEYgb ge30p-

rannayommx MepuaTeNbHbi 3NHTENMhA,
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5.2. Ponb 3THONOrnuecCkMX M UMMYHONOTH4MECKUX ®aKTOPGB B ®OP—

MUPOBAHUN NATONOIrUNECcCKOoro npouecca npuw MyxoBucuupgose

Y 6ONbHBX MYKOBHCUNWJO3IOM Pa3INMYHHE pecnupaTopHbe BHpycw (agewxo,
naparpunnosHbe, pecnMpaTOPHO-CHHUUTNANbLHBR) OBHAPYXMBaANWCL 4aue,
4eM B KOHTpPOZNE, a NPOTHBOBUPYCHHE AHTHTENna noRBMANCL B 6ormee nosg-—
HeM BO3pacTe, HeM y 370pOBbX; 4HaCTOTa OBHapPyHEeHHs aHTHTEn n cpeg-
HHEe reoMeTpnyeckmne BENHUYUHE THTPA Y HMUX TAKKE OBAM CYWECTBEHHO HH-—
xe (I'.B.llacTtnna c coaBT._, 1980; H.P.Bbagpnawsnnau ¢ coasTt., 1987).
370 npnBOognT O06BYHO kK TOMY, HTO B cpegHeM Ha T7-10 genb OT Hanana
"6aHanbHON" BUPYCHOR HHOEKUWN Y GONbHBX MYKOBHCLMZO3OM pPa3BuBaeT—
ca HakTepnanvhan cynepnhoeeruna (Steinkamp. 1892).

Knunuvecxoe n nabopatophoe cpaBHeHue uwacTtoTn OPBW y HonbHux My-
KOBHCUNJO30OM WKONMLHOTO BO3PacTa W MX 370poBwx CHECOB, nNpoBEgeHHOE
B TeueHnne 2-X NEeTHEro nepwoga, NoKalano OTcyTcTBue pa3nnuunn (Ram-
sey et al., 1989). ABTopaM Yganocb OTMETHThL eme OgHy XapaKkTEepHyw
yepTy: nepeHocumne OPBM nHe oka3wBann BoPAXEHHHX OTPUUATENLHEX 30—
®eKxTOB Ha @YHKLWORANbHOE COCTORHNE nerknx. HeckONbKO MHAA KAPTHHA
npegcTana nepeg HaMM NPU H3YyHeHun y HONbHEX MYKOBHCUMZO3OM chneumn-
®MYEeCKOro NPOTMBOBUPYCHOTO MMMYHHUTETA,

B nepunoy mHBapb-anpens 1986 roxza Mo npobenu BUPYCONOru4eckoe
o6cnegoBanne 26 HONbHBX MyXOBHCUMZO3OM HA NPEIMET BHABNERUR AHTH-—
Ten K pagy PEecnupaTOPHbX BUPYCOB NO CPaBHERWU®W C BONbHLMM peungn-
BHpyounM BPOHXNTOM (14 SoncHBX) U RpoHnveckuM renatntom (30 Gonb-
HBX), B ganHbi 3NUZEeMHUONOTHYECKWH Nepuog BO BCEeX Tpex rpynnax aH-
TuTen k Bupycam rpunna Ao, Asw, AZ BuABneHO He BBNO HM y OgHOTO
M3 GONbHHX, BO3MOXKHO 3TO 6bHNO CBA3AHO C TeM, 4TO gaHHWE BUPYCh HEe
UMPKYNHpPOBanW B TEHEeHWEe HECKONbKHX neT Cpejgu feTCKOro Hacenewus,

a 3TO NpnBEeno K Pe3KOMYy CHHMXEHWW NnoKa3aTenen CNEUUOHYECKOTO TyMo-—

PANbHOr 0 MMMYHWTETa, YTo racaeTca cpegHereomeTrpnyeckon THRTPa an-—
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THTeNn k BHPyCy rpunna Al, To uccnegoBamme NOKA3ano CTATHCTHNECKH
3HAYMMOE paINNYNe Mewgy rpynnon GORbHLX MykoBuncungosom (1,5+0,19
log 2) # 60nbHHMM XPOHMMECKMM TrenatuTom (3,2+0,17; p<0,001). moc-
TOBEPHOE Pa3NTUiNEe NONYyHEHO TAKKE Mewgy THTPOM aHTHTEn x BUPYCY
rpunna A3 Mexgy 60AbHUMI MYKOBHCUWLO3IOM M peunguprpynomnm SpoHXHU—
ToM (3,3+0,14 » 2,42+0,15 log 2 cooTBeTcTBEeHHO; p<0,001), a Takwxe
k Bupycy rpunna B (1,76+0,19 # 0,57+O;O7 log 2, p<0.001).

CnegoBaTeanoj GoNbHHE MyKOBMCUMZO30M MMenn 60nbWyk TOTOBHOCTH
kK PecnmpaTopibuM BHPYCHHM HH&EKUMAM, B 4YaCTHOCTW K TPHNNY, KOTOpbHE
ABNAKWTCA "KATann3aTopoM" pa3BUTHR MHKPOBHOR OPOHXONYNBMOHANBLHOW
HHEEKUNN  3TO NOgTBEepPWIAEeT KAHHMYECKNE HABNWgEeHMA O 4acToTe 060C-
TPEHNA OGPOHXONEro4HOoro npouecca y 6GONLHBX MyKOBMCUMZO3OM, OgHUM
M3 fOKR3AaTEenbCTB O06OCTPEeHMA BOCNANHTENbHOrO Npouecca KBARETCR no-
AapneHne Takoro Genxa ocTpon oa3w, kax CPNl, xoTopwih y 60MbHEX MyKO-
BACUNFO30M Bun 3HaunTenbHo nobouwen (Hayward et al.,Glass et al.,
1988; Shale et al., 1992). Cpegn Hauwnx 60NMbHBX C NEro4HON W CMe-—
wannon eopmamn Honesnn CPN obHapywupanca B kxpoBn B 83% crnyvaes.

KpoMe Toro, yunTuBagf 3HAYUTENbHYN PONb MWUKONNA3Mb NMHEBMOHHW ¥y
feten ¢ aabonepannamu nerknx (B W. WHuaxo, 1935), Mm nposenn n3yse-
HHe NpPMpoOCTa THTPA AHTHTEN K gaHHOMY MUKpPoOOpraHuimy y 10 Gonabnbx
MYKOBWCUNH JO30M, KOTOPOE& NOKa3ano gHATHOCTHHELKOE HapacTakuwe B nap-
HBX CHBOPOTKAX TONbKO y 2 60AbHuX,

Cornacno gannbnm antepatypw (I W Pengepman, 1974) y Honbrbx My-
KOBHCUNM JO3OM OTMeneHa Gonee Hn3kan 3aboneBaeMOCTb XOPbW, HA OCHO-
BaHUW 4“ero genaeTcs BHBOJ O CEeNeKTHBHOM npeumymecTBe, B cBA3M ©
3THM Mb MCCNEegOBANN CHBOPOTKY GONbHBX HA HANNNUE CREUNOUNECKUX
RHTHTEn k BUPycCaM KOPW W 3INUIEMUHECKOT O NapoTHTa (BMpyca, nopama-
OWero 5xk30KPHHHHE Xene3d OpraHu3Ma) nNO CPaBHEHHW C Tpynnown 3g0po-—

BuX, reHeTHMHecCkH He OTRTOWEHHHX geTe#, koTopwe B npownoM (2-3 ro-
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Za Ha3ag NEpeHecnH KOPb M 3NHIEMUNECKNN NapOTHT). CpegnereomeTpu—
Heckan TRTPA aHTHUTEN K BUPYyCy 3NNJEeMHN4ECKOro napoTHTa cOCTaBuna y
6onsHEX 2,14+0,33 log 2, ¥ Bupycy kxopu - 3,63+0,16 log 2, y 3go-
pPOBWX geTel COOTBEeTCTBEHHO 2 ,64+18 #n 3,0+40,16 log 2, To ecTb cy-
HECTBEHHOT O PA3NIMHUR TUTPOB AHTHUTEN BHABAEHO HE BHAO.

o ganwnwm C B Pauunucroro (1987) npeobnagawnwuen MUKPOGNOPON KRB—
nAeTCR 30N0THCTHH cTaounokokx (83,3%), cunernomnas (51,2%) n re-
mMoounbHana (50%) nanoukw, MuenumpoBanne S5t.aureus B pa3fnnyHbe rogb
xonebangcs oT 55.6 xo 60,8% 6onvubux, Ps.aeruginosa - 13,5-35,6%;
OfHOBPEMEeHHO& Hannune >Tux BO3bygnTenen obHapyweHo y 2,6-9,7% (Di-
etsch et al., 1989). M. A BuwnaroBa ¢ coaBT. (1992) Bwasnann Ps.ae-—
ruginosa B 33,3% cnyuaes,

Ham npegcTaBnnacb BO3IMOXHOCTbL ONpegelnTb HacTOTY BCTPEYAREMOCTH
BakTepnanbHON @NOpW B MOKPOTE, NONAY4YEHHOWN METOLOM KQuneBoro Tomu-
xa y 71 6onbnoro (Puc.5.1.). Pe3ynvTaT Takwe nokas3an npeobnaganmne
Staph.aureus n Ps.aeruginosa kak B MOHOKYRTbType&, Tak W B accouMha-—
UMK C ZPYTHMWU MHUHKPOOPTIHMIMAMK

HanpaweHHOCTb MMMYHONOTrMHECKUX PEAKUMN Yy GONbHBX MYKOBUCUWNIO—
30M B nNnepByrw ONEepesgb OTMEHAETCH y NOorndwnx SO0ABHHA, y KOTOpPHWX M3
57 y 39 3aperncTpupoBaHa aKUMZEHTARNBHANA WNHBONUMA BHNTOHKOBOW Xe-
ne3w, a y 2-x ee xncto3, ¥ 28 60NbHBX MAKPOCKONHYECKH BHABAEHO
YMEHbWEeHNnE Henelw, 4TO COoCTaBnno B cpegHem 52 ,6+19,7%. Bce 370 He
ABNASTCA YHHKANbHHM GEHOMEHOM, HO CBHgeTenbCTBYeT O CywmecTBEeHHOM
Hanpakennn ummynnteta, OB6HapyMeHHBRn GONBUMHCTBOM ABTOPOB BLCOKMMN
YPOBEHb CHBOPOTO4YHBX Ig HE NpepoTBpPamaeT NPOTrpecCHPOBaAHMA BOCNAAH-
Tenbhworo npouecca, W, B Noxog3en c coawt,L(1987) nocne usyvenwns co-
repxanna Ig y B3POCABX C MYKOBMCUHZO3IOM HE WCKANNAWT BAPHAHT CHH-
Te3la aHoMmanbhbux Ig.

Y 60nbHBX C WHOMUHPOBAHHOCTbLI CHMHErHOMHOM NANOYXOM, NOrnbumx

M XMBHX BHIENANHCH MMMyHHbe kxoMmnnexcw B 71 n 40% cnyvaer (Moss et
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al., 1986). Cpegn norubunx GonbHBX onpegenanca Honee BHCOKUI YpoO-
Benb IgG x nunononucaxapugy u 3K30TOKCHMHY A CHMHErHOMHOW Nanocury,
YpoBeHb AKTHBAUMH CPakuMK KOMNAeMeHTa C4 XOpoOWO KOppenupoBan ¢
UMK -# CcMEPTHOCTDbI, AKTHBAUMR KOMNNEMEHTa NPOCNEXHBANacb W NPH NC—
cCnegoBaHnn MOKPOTH GONbHHX (Taussié, 1984). UTto xacaeTcs HONbHHZ
c HapyuweHueM abcopbuuin, TO Y HUX OTMEHEHO NOHWUKEHUHE COREPRAHNA
CH 50 B cuBOpOTKE KpPOBM ¥ pes3xkoe nonuienue B JYOAfE€HANbHOM COKe
(Infortuna et al., 1985). CnepgoBaTenbHo, BHWCOKMN YpPOBeHb CHBOPO-—
Tounwx IgG X nunononncaxapugy M IK3OTOKCHMRY A, HaIWYKE CHCTEMHHXR
HMMYHHBX KOMRJIEKCOB U ﬁpusnaxos AKTHBAUNU KOMNNEMEHTa SABNRNTCH
NAOXUMNU NPOTHOCTHHECKHMH NPUIHAKAMMK .

Kax nposBnenne 3aWlMTHOroO MexaHu3ima B OTBET HA BRCOKWMHM YPOBEHb
UUK MOXHO CHMTATb CHHNEHHE NOTNOTHTENnbHON M GaKTepuungHON GYHKUNHU
HenTpoounos (A A _TleTtpocan, 1987; N.A Menennna ¢ coast., 1991).
BonbHbe MyxoBMCUMgO3OM MMenn Honee Bncokun npoueHT HCT-no3anTuBHOX
HENTPOWWNOB NO CPaBHEHMW C 6OoNbhbMH ©§e3 MykoBuCUMgO3a, ITO 06bAC—
HReTca Honee 3HaunTenbHon HAAP-okxcugasnonm akTuBrocTbiw {Taussig,
1984).

HCT-TecT cBupeTenbcTByeT 0 HAKTEpPHUNHIHOM NOTEHUnANe ¢arounTos
W OTpaxaeT XapakTE&p KWUCNOPOg3IABHCUMBKX MeTabonn4qeckux peaxuun, ne-
MallHX B OCHOBE 6aKTEpPHUUTHRX NPOUECCOB B HEHUTPOOHNTAX M MOHOUNTAX,

Kax noka3annm HAWW NCCNEegoBaHnAa B BO3pacThoMm acnexTte (Tabn.5.1.)
Y 60ALHBX MYKOBNCUUZO3OM KOHLEHTPAUHA KOMNAEMEHTA He O0Tnn4Yanach
oT HopMmb., Kax u cnezopano OMugaTbh ypoBenb HCT-nonoxurenshbox xné-
TOX 6Ln NOBLWEH BO BCex rpynnax 607bHBX, H4TO aBAAeTCR b6uonornywec-—
KOW peaxumen MMMYHOKOMNETEHTHBX OPTaHoB Ha nobbmenne UUK, Hanpas-
NEeHHON Ha 3NUMRHAUNN HYREPOgHOW reHeTnyeckon nreopmaunn. Hapacrta-
HHEe BOCRNANMTENbHOTrO nNpouecca NPHMBOZMT K nopubwennw ypoBren WK B
CTapuux BO3pacTHbBX rpynnax. W3bnTounoe obpasosanne UMUK nununnpy-

eTcs ypennuennem cbpa3zobBanua Ig B xpoBu 6onbuwx (Tabn.§5.2.).



TaGnaunua 5.1.

Mmmynonoruﬂecxue noxasaTtenn y 3x0POBbLHX N 6OnNbHRBX MYXOBHCLUNIO3OM B 3aBHCUMOCTH OT

BO3pacTa
I'pynnu obcne- r Noxaaartenn
AOBAHKBX
KomnnemenT " K HCT-TecT
(CH 50) eg. en. 4
3goposbe 28 46,2+1,1 42,3+6,2 10,7+1,2
Bonbuue myxo-
BMCUN O3 0OM:
ot 1 go 3 nert 6 37,0+1,9 34,5+3,1 22,3+9,7
p<0,05
or 3 go 15 net{18 46,1+1,7 105,4+19 .7 18,49+1,5
p<0,01 p<0,05
B3pocnue 19 41,7+1,6 107,8+18,8 18,3+1,9
p<0,01 p<0,0%

1€t

P - noxaszaTens CPaBHEHNWS C KOHTPONBHON TpPynnow 3z0poBBX



CpegHue YPOBHW MMMYHOTrnoG&ynanmnoB (r/n) y 6GOnNbHBX MYKOBHCUMZO30M Pa3NMNHOTO

Tabnnua §.

BOo3pacTa

BoapacT

n IgA IgH Is8G
or 1 roga g0 3 nert 38 0,609+0, 07 1,308+0,193 8,413+1,37
or 3 g0 15 ner 21 1,13+40,12 1,412+0,12 14,463+1,41
p<0.05 p<0,01
B3pocnue 14 1,36+0,15 1,72+0,186 13,41+0,99.
p<0,05 p<0,05 p<0.,01 @

!

NOKA3ATENb PAaA3NNHUR C NOKAIATENAMU HOPMb COOTBETCTBYWWEero BO3pacCTa
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Ecnu mexaHwn3m nosuuwenws LUK gns YIQNEHNA] NYyHEepOgHOTrO AHTHTSHa MOX-
HO PacCMaTpPUBATb KAK NONOXWMTENbHBA MOMEHT, TO gPYrow CTOPOHON 3TO-
ro apnaeTca cnocobrocTtb UWK oxka3wBaTb nobpexganmee gencTBME HA Op-
raH M TKAHW OpraHusma,

Mo ganneM M.Smith et al.(1987) koanvecTeeHHOTro M3IMeHEHNA T-TuM-—
©®OUNTOB NO CPABHERUW C HOPMOW HE BULABNEHO; KaKoN-nubO kKOppensuunmn
@2KTOPOB KNETOYHOTO UMMYHHTETA C KNWHHYECKHMM gaHHEWMW HEe OTMe4a-—
noce, DonbHbe MyxoBuuUMpgO3OM, HEB3IUPaA®m Ha TAKECTb NEroOvYHBX NpPORBIEe-—
HUM WAM KONMOHW3IaUNM Ps.aeruginosa, umenu nu3akun npouent T-Mennepos
M nonnkernyw T-xennepnyw oyHrkuuw, HoBuwwenue T-CYnpecCOPHOW @YRKUMM
6wno yctanoBneno y 25% Gonvnwvx (Knutsen et al., 1988). RannHoe wnc-
cnepoBaHNe NOKAa3ano cHukeHne T KNETOHHOM OYHKUMM Yy 3THX HonbHwx, Y
85% GonbHHX OTMEHANOCh CHUNEHNE GnacTTpaHcoOopMaunn T-aAnmeounTtos,
M3IMEeHEeHne COOTHOWEHHA Xennepn/Ccynpeccoph, HapyWeHHEe AKTHUBHOCTH Ha-
TYPanbHMX KWINepoB BCAegCTBME NOBPEeXMgeHNA peuenTopob 6akTepUanbHb-
MW TOKCHHaAMM B HEWTPOONNbHBMM npOTeMHaaaMM.(T,B_Bnunosa c coasBT, ,
1991).

U3yuenne norxa3laTenen ryMOPanbHOTO HMMMyHHTETa y GONbHYUX MYyKO-
BMCUMZO30OM gano pPa3HOHANpabBNeHHbe pelynbTaTs. llpn 3TOM accounauuu
mewgy renotrnnom (del F508 » gp.) u runep- wnau runorammarnobynnie—
MUEN, chAMEHNNneM oyHKuun T—TUMEOUMTOB W GarounTo3a BHABNEHO He OHuno
(T.B,Bannosa, 1992; Brottman et al., 1992).

OgHNM M3 MEeTOZOB, NO3BONANWNMA M3IYHHTb KNETOYHOE 3IBEHO UMMyHU-~
TeTa, B HACTHOCTH CcOCTOAHME [gM-3aBUCHMEX aHTHTENooOpasywunx kne-

TOX, mBRAAeTca peakuna H6nswxoobpasoBannsa (BOK) c ayronoruunnmu

APRTPpoOUNnTAaMIt, B A’ﬂHHOVII peakuun AN3INC SPUTPOUNTOB NPONCXOgNT He
TONbLKO 3a cYeT BEpaboTkun ayToanTnren, HO #U BuXOga B 3IKCTpPpauennw-—
NAPHOE NPOCTPAHCTBO oBwnpHOT O Habopa AKTHBHEX NTIN30COMANbHBX oep-—

MENTOB M kaTnoHnmx 6enrxop AAN (B .H Kuganoe ¢ coaeT, 1990). Uzy-

YeHue cogepxanns BOK npoBogunocb nHaMu y 18 60nbHHX MykoBHCUNgO-—
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30M # gBYX KOHTPOAbHuHX rpynn - 60 geten c PEUNIMBHPYRUUM OPOHXH—
TOM # 32 C OCTPO# NHEBMONHEN B gHHAMHKE BOCHANUTENbHOLO npouecca.
HopManbHuh ypoBeHb LOK y 3gopoBuwx pasen 3,0+0,05%. Bo Bpema oboc-
TpeHuna yBennuenne wncna BOK 6uno Bonee Bumpameno Yy 60NbHBX MYKOBHC-—
ungo3oM — 14,8+3,1% no cpaBHEHNN C KOHTPONLHOMN rpynnon 60nbHBX C
6ponxntom - 8,25+2,7 (p<0,05) u nueemonnen - 10,9+2,8. lipn nobTOpP-
HOM HCCnEepOBaHNUN, K MOMEHTY KNIWHWHYECKOro YNyHWEHNA, HOPManM3audH
BOK He HacTynuno: y GONbHHX MYXOBMUCUMZO03OM NPON3OWNO IHAYMTENbHOE
cHUMeHne fgo 3,4+2_3 {(p<0,05), B KOHTPOALHOM Trpynne geTen C¢ BPOHXH-
Tom — 10,3+2,0 u nueBmonnen - §,68+4,9%.
TaGnnua §.3.
9
KoanwvwectBo T~ u B-numeountom, cybnonynaumm (x 10 /n) u cuoBOpO-
TOYHBX WMMyHOrnobynwuoB (r/n) npu CMEWaHHOWN M JNTE€rovHoOn wopme

Myxosuncunpgosa

WmMmyHnonornseckune DopmMp Bonesnn
nokaszartenn, atGc,
Cmewanran llerounas P

T-numeountu 1,960+0,440 1,077+0,330 »0,05
B-numoountu 0,340+0,069 0,189+0,056 »0,05
TopT-numeounth 1,527+0,396 0,774+0,249 0,05
TewT-nanmoountu 0,433+0,131 0,303+0,106 »>0,05
IgaA 1,18+1,178 1,52+0,514 »0,08
Igh 1,60+0,173 1,36+0,140 0,08
IgG 19,45+4,58 13,79+1,47 »0,08

Mo Taxwe npoBennm nccnegobakne abconwTHOro konndectea T- un B-
NTUMOOUUTOB M MX CYBnonynaunn (TEOOGUANUHPEINCTEHTHEX T-TUMOOUNTOB
-~ TopT-THMOOUNTOB M TEOGHMANNHHYBCTBHTENBHBX — TouT-numoeounToBs) no-
Cxonbky B nHTepaType BONPOC O COCTOAHMUM kﬂeTOHHOTO NMMYHUTETA NpH
MyXOBHCUW gO3€e OCBeweH NpOTHBOPEe4UBO. [0 NONyHEHHHM HaAMK gaAHHBM
YyPOBEHb KNETOYHOrO MMMYHHTETa y BOAbHHX Mano OTAMHMANCA OT TakoOBOro
Y 3g0pOoBHX, NPH COXPAHEHMN TEHZEHUNM K NOHMKEHWWw aECONNTHOTrO KOAN-

YyecTBa T-xnetok # TopT-nuMoouUMTOB, JOCTOBEPHOE CHUMEHHE OTMENEeHO
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co ctopodn TeuT-aumecuntos, obnagawuny, xax U3IBECTHO, CYNpPeccOpHO®
oyrkunen (0,372+0,076, npu nopme 0,534+0,02; p<0,05). CpaBHenne
nokasaTenel MUMMYHHOR CUCTEMH B 3aBUCUMOCTH OT vopMb 3aboneBannf
BHABUITO ﬁumb TEHAEHUNKW X NOBPhWEeHUKw npu cmewaHHon oopme (Taén.5.3.).

Hn3koe cogepmanne T-cynpeccopos MOKeT 6HTbL GNEegCTBHEM NEPCUCTU—
poBaHRA BPOHXONYNbMOHaNbHON WHOEKUHM, HYTO NPUBOAUT K NOBLWEHHON
npogykumnn Ig u yBenuiennm ocpa3sopanna HUK.

UTo xacaeTca MECTHOro UMMYHHTETA, TO Kaxk NOKA3anu HaWn HCCnego-—
BaNWA cogepXanne IgA ® poTornotouHoMm cexpeTe y 6ONbHHX MYKOBHCUM-—
go3som (0,22+0,007 r/n) npeBbwanoc aHaNOTM4HBI NOxa3aTenb B rpynne
23 Gonbupx XH3M n 46 3z0poBHx geTen (p<0,02). AHanormvuHbe gaHHbe
6bnn nonyvwenn npu onpegenennn 3IgA: 0,46+0,008 r/n npotur 0,31+
0,041 »n 0,32+0,052 (p<0,001). Cogepwanne IgG npu Myxopucumgose
(0,046+0,008 r/n) He oTnnvanock OT rpynn cpabheHna - 0,047+0,6004
n 0,043+0,004 r/n). Bo Bcex Tpex rpynnax obunapywuTb Igl ne yganocob,

CnegoBaTenbHo, Yy GONbHBX MYyKOBUCHRWLO30M NO KpanHeit Mepe He npo-
WCXOQMT CHMMEHHA COCTORHMRA MECTHOTO MMMYHHTETA M gaxe 3Haunmoe no-
BLHUWEHNE CEeKpeTOPbX HMMYHOTn10OYNUHOB,

M3BecTHO, 4TO TONMLKO B NNa3Me KPOBM HAXOogHTCA He meHee 10 ec-
TEeCTBEeHHHBX WHTU6uTOpOB, B TOM uucne npoteas, Cpegn Hux ocoboro
BHMMAHUR 3aCNywuBaeT anbea-l-uHrunbntop npovteas (AWUNN) - rankonpoTe-
wg ¢ monexynapuon maccon 55000 (M.C . TNonax ¢ coaseT., 1989). YcrtaHno-
Bneno, u4to AWM coctabnser 3% nna3mennnx 6enkob n Ha 90% onpegenaer
rnoGanbHyw akTHBHOCTb @QHTHTPUNCHHA, BuaBneno, 41O nobbuwenne AUN
6onee 3HaANMTENbHO Yy 6GONbHBX C THOMHBM HPOHXMTOM B accounaunn co
CTAOWNOKOKKOM M nHeBMokcokkoM (B H Bopobwep c¢ coaBT,, 1991).
Heccnegopanne cogepkanna AW npn MykoBuCuMgO3E NOKA3ano ero noeb-
weHne B cHBOPOTKE KpOBM M MOKpPOTe, Honee 3HAUNMOE NPU TAKENOM Te-—
yennn zabonesannn (Emmett et al., 1987; O Connor et al., 1992).

Npn 3ToM camasm BHCOkKaR KOoHuenTpauna AW Gbna obHapyxeHa y 60nbHbX,
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MHOMUNPOBaRKEX Ps.aeruginosa (Tomasova et al., 1992). NonyTuo oT-
METHM nOBLUWEHKe MHIrUOENTOPaAa TPMNCHHA B o6pa3unax MExoHHWA HONLRBX HO-
BOPOXJEHHEUX, HTO ONpegennno y HUX HegoCcTaTovHocTs npoTeonnsa (Hsi-
eh et al., 1988). A H.3cheele et al., (1989) o6napywunnan AUN B co-
KEPKHMOM NPOTOKOB NOgKENYgO4HON *ene3n GONbHEX MYKOBUCUMZO3OM B
OTNNYUE OT HONbRHX XPOHUMECKUM NAHKPEATHTOM,

C y4eToMm Toro eaxta, HTO coaepmdnue'AMﬂ NPUMEepPHO OgMHAKOBO B
EPOHXNANbHOM COREPHNMOM M CHBCOROTKE KPOBW, HAMU NMPOBEJERO CPABHM-—
Tenbroe u3yveHne cogepkanuns AWl B coBopoTke xpoBn 180 geten pan-—
HEero Bo3pacTa C OCTpOM nHeBMOHMEen, 61 ¢ ocTpuM HEpoHXHUTOM M 21 C
MykoBucungo3om. Ana onpegenennn AW ucnonb3obanca noaykonnvecT-—
BeHHbl MeTog Janes et al. (1966).

Kax nokxaszann peaynesTaTts, cpegunn ypoBeub AWUIl umen TenHgenunw X
noBHWEHNN NG MEepe YBEeNW4eHWAa THRECTH npouecca B nerkux, Tak, y
GonbHbBxX C OCTpuM GPOHXMTOM OH cocTaBun 2,28+0,053 r/n, ¢ neocnox-—
HenHon nueBmoHnen - 2 37+0 , 042, c ocnoxnennon - 2,39+0,031, ¢ ge-
CTPYKTHBHEMU oopMaMn nheBmMonun - 2,42+0,036 r/n, Npn 370M cTaTHc-
THYUECKH 3HAUYUMOE Ppa3NUuUNe NONYHEHO MeXgy O6ONbHbMKH C OPOHXMTOM M
ASCTPYKTUBHON nHesBmonnen (p<0,05). Hanbonee Bucokun ypoeenb AWN
35peru07pupoaan y 6onbHbX MyroBucumgosom: 2,43+0,038 r/n., Ranran
YPOBEHb NPAMO KOPPENWpoOBan C THAKECTbW COCTORHMA Bonvubux (r=0,41,
p<0.,05).

Taxnm oBpa3oMm, 3TO nogTBEpPMgaeT naTtoreHeTudeckyw ponb AWl npu
Gpouxonerounnux 3abonepaHnax, B HacCTHOCTHM nNp® MYKOBUCUMZO3E NOBL-
wenne AMMT HOCHMT KOMNEHCATOPHHN XapaxTep B OTBET Ha NpakTHYecKk#

Henpek pawawnWMMNCR BOCNANNTENbHBA NPOUECC B PecnupaTopHOn cUcTeMme,
5.3. XapakTep M3MEHEHWR 3HJIOKPHHHOW CHCTeMb

Y 60nbHBX MYKOBHCUMZO3IOM EHNO OEHAPYXERO CHUXEHWE AKTHBHOCTH

T3 » TupoxcurcBa3wBawwero npeanvbymuna, a ypoeun T4, TTF »n TCI,
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xak npaBuno, 6bunu HopmanbHumu (Trimarchi et al., 1980; Liappis et
al., 1987). Npu 37oM nocne BBEgEHNS THPEOTPONMH-PUNTMIHHT —I OPMOHA
COXpPAHANACb Ta ME& 32KOHOMEPHOCTb M Yy geTen nm y Bapocnux (Segall-
Blank et al., 1981; Knopfle, 1985).

Hamn Hwno npobegero nmayueHme ¢yHKuUMM WHTOBMIHOR Weneilwm nocpeg-
cTBOM onpegeneHna ypoeren T3, T4, TTr n TCI B cmBOpOTKE KPOBM Me—
Togom PHA y 25 Gonrbnwx co cmewannown eopmon MyKOoBMCUMJO3@ B BO3pac-—
Te oT 5 go 15 ner. CuynTaeTca, HTO B faHHOM BO3PACTHOM NEpPUoge KOH-
uentpauna T3 n T4 cymecTBenNHO He 3aBHCHT OT BO3pacTa, TO eCTb pe-
rynauna Cuctembo "IrMNOTANKMYC-THNOOGH3-WNTOBUIHAR Wene3a' He H3IMeHs-
etcs, KanHnyeckuX Npu3HaKOB NOPAXEHMS WNUTOBMZHOM Mene3dw y 3THX
60nNbHbBX He oTMevanoch, Kak noxa3zanun pesynbtaTh, Y OONbHHX MMENOCH
cyuwecTBeHHOEe CHHMeHne ypoBHen T4 no cpaBHEHMNW C KOHTPONbHOW rpyn-
non 370pPOBUBX AeTeﬁ aHanoruwnoro Bo3pacTta (97,8+6,3 »n 161,63+12,98
HMOnb/n coorBeTcTBeHHo, p<0,01) n T3 (1,3+0,04 »n 1,98+0,12 umonn/n,
p<0,05). KonuenTpauuns TTI, nanpoTrum, 6wna noBuwena go 9,72 ME/mn
npoTue HopMmu - 4,27+0,7, p<0,001). Copgepxanne TCI oxaszanocb B npe-
Ienax HopMmaTuBHux Konebanunm - 18,8 mxr/mn (18-21).

Takum o6pasom, NpoRegeHHOE uccCnegoBawne noxasano, 4To y Boab-
HbBX MYKOBHCLMIO3OM HMEETCR ¥3IMEHEeHHEe OYHKUNOHANLHOW JEeRTEeNbHOCTH
WNTOBUgHON ;eneau, KOTOPOE MOKHO PACUEHMTb KAaK ONONXHMMNECKWH runo-
Tupeo3. BO3MOXHO B gAHHOM CNyHae HUMeeT MEeCTO MEeXaHH3IM YMEHbUEHHS
xonpepcun T4 B T3, npegHa3HANEHHBRN NS 3AUNTH OPTaHW3IMa OT n36u-
TOYHON MeTaBonMHeckon CTUMYNHAUMN, A OTMEHEHHbDE H3MEHEHMS MOXHO
PACUEHUTL KaK GMONOTrMNEeCKM UEenecoobpa3Hyw Peakunw gna COXPAHEeHHs
ropMOHANbLHOT O PABHOBECHA Yy 3THX HONbHLX, 3TO CTAHOBMTCH NOHATHLM
B cBEeTe NOoNy4eHHHX gAHHWX NO OrPaHMNEHHW pacxopa IHEpPrun B nokoe
(Vaisman et al., 1987). NonbTxa yCTaHOBUTb XOPPEeNsauni Memgy copep-
KaHnem ropmoHoB M crenenbw apTepuann3aunn Kpoen (NO gaHHHBM NYAbC-

OKCUMETpHKH) NOKa3ano OTCYTCTBME TAKOBOH; 3TO TOBOPUT O TOM, NTO
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BrinAHNE OBWMEero naTonOrW4eckoro npouecca MoOWeT 6uTb Honee BaMHbM
YeM NPAMOE BO3IZEHCTBUE TIMNOKCMWU HAa JETEPMMHAUNK TUNOTANAMO—TMNO
ONIAPHON BYHKUNMK,

CnegoBaTenbHo, nuwb HEKOTOPHE BONLHHE MYKOBHCLHZO3OM MOTYT HYM—
A2TbCHR B NPOBEgEeHNN 3aMeCcCTUTEeNbHON TEepanuu TOPMOHaMW WUTOBUZHORM
Kenesln, OfHAKO -NOCNe NpPOBEgEeHNA Npobu ¢ THPEOTPONUWH—~PUAUIUHT -TOp-
MOHOM,

inTepaTypHne jaHNBe yKa3uwBaWT Kak NOBHUEHWE AKTHBHOCTU GHOCHH-
Te3a,Tak W THNOGYHKLMW HagnodexHurob (§.T . Ayxapcxun, 1974; N, A, da-
zeepa, 1984). UTo6bbn BHECTH RACHOCTb B 3TOT BONPOC, Mb OnNpegenuny
cpegHHit ypOBE&Hb KOPTH3IONa B CLBOPOTKE KPOBU GOMBHHX CO CMEWARHHON
®OpMOM MYKOBMCUMZO3A, KOTOPLM OKA3ANCH B nNpegenaxXx HOPManbHHX kone-
Gannn (230-750 nmonw/n) - 325 ,5+24,7 numonw/n, BoamoxHo, Ha 3TOT
pe3ynbTaT 0Kka3ano BAWAHME TO 06GCTORTENbCTBO, 4TO ObCnegoBaHue npo-
BOAMNOCH B NEepuopg PEMUCCHMKH, KOrga BOCNAnNMTENbMbM Npouecc B HpPOHXO-
NEero4YHon CNcTeMe He 0Ka3nBaeT TOro nNpeccuHra, Kak npw oGhopeHuu
6poOHXONYNbMOHANbLKRON MHeexunn, Tem He MeHee, pe3ynbTaT NOoKa3uwBaeT
HeyuenecoobpasHOCTL NPMMEHEeHHR Y GONbHLBX MyXKOBHUCUWJZO3OM TNWKOKOP-
THKkOongHon Tepanuun 6e3 ocobuX HAa TO NOKa3aHnn,

NponakTnn (fill) cuHTEe3npyeTCR B TPRHYNax KNeTOK CEKPEeTORHOoro
XKonbua, Tak HA3RBAEMOW gUGGY3HON INUTENNANbHOW SHIOKPHHHOW CHCTEMH
(DEE), ® TOM uMcrne # B nOTOBuX kene3ax, B 3Tux xnetxax obnapyxenu
rpavyno NMA u Nl-MHgyunpoBaHHOT O NPOTENHHaA., AAHHBE NEenTngb B HOpMe
NOFUNHANTCH UNPKAgHOMY PHTMYy Bogenewuns n MogennpywT peabcopbunwp
conn B NOMMHANBHON MeMbEpaHe kNeTok NpoToka noTtoBon wenesw. M.Ro-
bertson et al.(1992) cunTawT nobnwerne akTuBHOCTH N1 y EonbHbuX My-
KOBUCUNZO3OM CNEesCTBMEM ycunennon npogykumn ero B DEE knetrxax,
nockonbky B KN€TKaxX 3INUTENNA NEerkux 60nbHuX .x0onnuecTBOo rpanyn A

6uno ysenuueno, 5.Wiersbitzky et al.(1989) zonycxawr Hecxonbko
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BO3MONHOCTENR peann3auun N B naTtorenese MYKOoBMCUMH O33R, B TOM 4YHC-—
ne: noswweHne NN B cwuBOpPOTKE XpOBH; HewopManbHa®s CcTpPykTypa NJl; u3-
menenne Nll-peuenTopor; namenenne BHYTPHKE€TOYHOr o npoueccuHra (me-—
Tabonuama) NN; xoceBennoe Bananne NN na KaNnbMOLYNNH,

lTpoBegehHOEe HaMU NCCReg0BAHME CHBOPOTOMHOLO yposua RN y 26 na-
UNEHTOB C MyKOBMCUMO3OM (3-17 neT) yCTAHOBHAO €ro NOBHUWEHHYO KOH-—
uenTpaunw - 402 ,1+10,3 mU/ml no cpaBHEHN® © HOPMATHBHLM YPOBHEM,
Ip 5TOM KOPPENnAUMOHHBIR @HARMM3 NOKa3an, 4TO UMEETCH CBA3b MeMgy
yposuamn Il B kpoBn u xnopugob B note (r=0,51, p<0,02). W3sBecTHo,
wTO cogepianne Ml noBuwaeTca nubo nNpn aMeHopee, nTM6O0 Npu pas3nuy-
HBX THNAX TFUNOTANAMO-THNO®NIAPHHX HAPYWEHWN, NEePBUYHOM TFUNOTHPEO-—
3e, Bce 3To B TON WMANM NHON Mepe uMeeT MecTo NpH MykoBucuugole, Ho
HaM npegérasnﬂercn PO3MOMHEM CHMTaTb noBwweHue I n xak OguK u3
MOMEHTOB NaTOreHe3’a HapyuweHnh 3n1eXTPONTHTOB npu Mykosucumpgose. Tlo-
nyveHHne pe3ynbTaTu geMOHCTpupywT, 4To N/l mrpaeT ponb He TONBLKO
Kak perynsaToOp nakTaUuWH, HO W kak PEerynfaTop TpPaHcnopTa XnOpHgOoB B

KNneTkax NOTOBHX XHeneis - THapoTOounTax,

§.4. CocTOoRHKMEe PEUENTOPHOro annapata TPOM&EOUMTOB NPH MY Oo-—

BUCLUN gO3E

Kax yYyrkasuwBanocb Bbie, paHee 6uno YCTaHOBNEHO HapyweHne OYHKUKO-—
HANbHON AKTHBHOCTH AagPEHOPEUEenToOpoOB KITEeTOoK Yy 6onbHBX MYKOBUCUH O~

3oMm AaHHbWe nCccnepgobBaHMfA NO3BOANIN NPOAUTL CBET HEe TONbKO Ha NPH-—

pogy reHepanbHOro gewektTa, HO W HACTHMHO OEbACHUTE MEXaHH3IM HPOH-—
X00BCTPYK THBHOr O >0¢0eKTa Npn faHHOM 3aboneBanunm,

B paGotax MW, C Iyunna (1985), B.A . Trxanuyxk ¢ CO&BT,-(IQBS) W oapy-
rux aBTOpOB 6mNO NOKa3aHO nozobue peuenTopHOro annapata TpomGoun-—
TOB TakOBOMY annapaT)y AMUHIPTAMECKHX HENpPOMOB, TNAZKOMBWENREX KNe-—

TOK cocygoB, OpPOHXOB, TYHWHHR KAETOK. QYHKU”OHaﬂbHaR AKTHBHOCTDb

TpoM6ounTOB OonpegensaeTcn COCTOSHKHEM ageHunnatT- ryanunaruuknasnoﬁ
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CHCTEeMb, NP KOTOPOM MEXAHWU3IM AKTUBaUNN CBOJHTCH K MHTMENPOBaAHHM®
All, B pe3ynbTaTe Hero cCHuxaeTcs ypoBenb UAND ¢ OgHOBpPEeMEeHHLM yBe-
. 2+
nMHeHneM KOHUERTpauun uoHoB Ca (O.K.FaBpunos ¢ coasT., 198%5).
BugenaeMun anbBEONAPHHMM MAKPOOAT amMy GAT, cTumMmynupyeT arperaunip
TPOMEOUNTOB W BoCBOGONgEHNE GHONOTrMMECKW aKTHBHWX BEUECTB: Pg.

TpomGokcana A2, cepotonnna (BE. W, Manyxun ¢ coaBmT 1979). BoamoxHoO

<
C 3TUM CBR3AHO yCTRHOBNEHWE ¢aKTa KOPPEeNnAUNN YCUNEHNa arperauun
TPOMBOUNTOB C Pa3BUTHEM 3MON3IEMB M NMero4Horo cepgua (H0.B . Topbynos,
1991).

DYHKUNOHANBHAR AKTNBROCTb TPOMESOUMTOB NO NOKAIAHMAM gHHAMUYEC—
KMX NAapaMeTPOB 3aBUCHT HE TONBKO OT COCTORAHMURA AZEHUNATUUKAIIHON
cucTeMn, HO MOXET MEeHATbCa npn namenHeuwun Ph, cogepwanns NaCl. B
HaCTHOCTH, TUNOTOHNYECKAR cpega cnocobcTByeT Habyxawuw Tpomboun-
TOB, CHHXEHHI® HX QLT E3NBHON CNOCOBHOCTH, YMEHbLUWEHHN KONMMHEecCTBa M
pa3MepoOB arperaToB; B TMNEPTOHMNECKON Cpege NPpOMCXOgNT genonapu-—
3aunqa MemMbBpaHb, 4TO aKTHBHU3IUPYET NpPouecch agresun n arperaunn
(p.T . ponngse ¢ coasT,, 1981).

A.Reifenhauser et al. (1987) Ha Mogenn TpombBounTa yCTaHOBMIM
HEHOPMaNbHY® PEaKUWw PeuenTOpHOM CHCTeMb, cBaszanHon ¢ uAl® B oTsBeT
Ha CTAMYNAUWW agPEHEPTrU4eckon CHCTeMb y BONbHBX MYKOBUCUMZO3OM,
KOTOpasm, BNpoOYeM, HE& OTANHANacCh OT BONbHEBX KOHTPONbLHOW rpynnd C.
nero4Hon natonoruen, .

poBegeHHOE HaMH MCCNEegOEAHME JMHAMMUHYECKMX oyHKkunn TpombounToB
Yy 21 60nbHOro MyKOBHCUMZO3IOM, NO CPAaBHEHUW C KOHTPONbHEWMK Tpynnamn
HONbHBX ¢ OBCTPYKTNBHHM GPOHXUTOM (69 nauneHToB) W OPOHXMANBHOMN
acTmon (16 6onbHHEX), JANO GHANOTHUNHHE PE3YyNbTATH, Tak oTanumn 8
Peakxunn no CNOHTAHHON PeTeHunn TPOMBOUNTOB K CTeKny, CTHMYNHWpO-
BAHHOM agPEHANMHOM W THCTAMUHOM, a Takke ENOKMPOBAHHOM TPONOGEHOM

NO cCpaBHEHUW C KOHTPONbHBMW Tpynnamn Sonbuax, nony4eHo He Guno,

YyacTne agpeHOPEUENTOPHOTO annapaTa B NATOGH3INONOTMHECKOM npouecce
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nNpn MyXOBRCUMZO3@ EWNO NOJTBEPKLIEHO JOCTOBEPHLM CHUKEHMEM OTBEeTa
Ha'CTHMYHHTOP beta-peuentopos anynernt: 9,2+2,6% no cpaBHeHunw c
xoHTponem - 15+3,3%, p<0,05. flpn 370oM B npouecce paboTu HaM yaa-—
nogb BUABNTEH MHTEPECHYN 3aKOHOMEPHCOCTb: Yy ©ONbHBKX MYKOBHCUMJO3OM
B 87% cny4aeB OTMEYanocCb yBeNnyenne CnoRTanHON peTeHunn xneTox
npn guIOUNKN OUINONOTHUNECK MM PACTBOPOM, HYEero B KOHTPONAbHBX rpynnax
He YypanoCb OTMETHTb HW y 0gHOro Gonbuoro, CnegoBaTenbrO, Yy HONbHBX
NpoNCXOgNNa HOPMANH3IAUNA TEHEeTHYEeCKkHn OBYCNOBNEHHHY MIMEHEHUN MEeM-—
6paH xneTox npn go6aBnerRnn W30TOHMUeckoro pactsopa NaCl. U ecnan
m_r.nonngae.c coabBT.(1981) ypanochb cmMogennpoBaTb AHANOTNYHYR CH-
Tyaunw in vitro Ha Mogenn TpoMEOuNTOB 3Iz0p0oBLXN NWgER, HAM npejgcTa-
BMNaCb BO3MOXKHOCTb BHRBUTbL gaHHBW GEHOMEH Y OONbHHX MYKOBMCUUJO-

30Mm Taxunm OEIPBBOM, ITO HE TORbLKO PACUWHPRAET Hallk npegcTaBneERna O

NaTOPWINONOr MK MYKOBHCUMZO3A, HO TaKXKe NO3IBONRET PACUWHPHTL guar-—
HOCTNYECKHE BO3MORHOCTH, KpoMe TOro, gaHhHoe UcCCcnepoBaHne gaeT go-

NONHWTENbHOE O6O0CHOBANME gNA TEPaneBTUHECKOM KOPPEeKUWH HNekTpo-

ANTHBX HaApPYWeHnh B BHge gOoTaunn HONbHHM NOBAPEHHOR conu,
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Fn ABA VI
n S.N EHEHMWAE CNHOHHBNX MEANEDS NPMUW NY K O-

BWUWCUW a03E

lTopamenne CnNOHHWX wenes npwu MYKOBHUCUUgO3E paccMaTpHBaAETCH Kak
PEaKTHBHO-JUCTPOOHYECKHH NPOUECC — CHaNO3, NPOTEKAWWMN C Hapyuwe-
HHEeM CEeKpeTOPHOM W BLIENNTEeNbHOW GYHKUMR 3TuxX opranoe (W, ®. Poma-
4eBa C COaBT., 1987 .

YCTaROBNEHO, 4TO NOBHUEHWE CONPOTHBNEHUA OTTOKY cekpeTa énwnnux
Kenes nNpubBogUT K Pe3kOoMy CHMKeHnw cexpeunn cnwonb (E A lWllyBuukosa ¢
coaBT., 1986). KonuuecTeo BbgenaeMon cCnoHb y GONBHHX MYKOBHCUMNZO-
30M W 3g0opoBbX 6wno oguHakobuM (Rohr et al., 1982). Ograkxo cko-
POCTb CRAWHOTEHYEeHWA W3 BCeX wene3 y 60onbHbx 6mna HW3KaA, 4TO onpe-—
fAenaeT BHCOKYN® kornuenTpaunw Genxa (Ceder et al., 1985). Y Honbrux
cexpeTnpywmne CAn3b CNHOHHBE Kene3n H4acTO YBENU4EeHH, B HUX OTMexa-
KTCA O4YaroBaR 3akKynopka W pacuumpenne npotokos (K, Ropuwyx, 1988).
PeHTrenonoruiecku 3TO BHPAMAETCR B 3 THNAX HAPyWeHun: 1), HepaBHO-—
MepHoM pacuunpennn CTeHOHOBa NPOTOKA W BuBOgHuwxX npotokoB I-II1 no-
pRAZKOB; 2).9pKOoN TEeHH NAPEeHXWMB Xenei3w, KOTOPas BHINANU3INPYeETCSH

,
KaKk HOPManbHas, HO NEPEenONHeNHAan KOHTPacTOM 63 ero xoMnakTHbBX
CKONMEeHNNn MAW NOABNEHNEe CKONNEeHWN KOHTPAcCTa B BUgE OKPYTrnuwX KHUCT
znametTpoMm 1-4 MM; 3).3amegneHueM BhHIENEHHS KUPOPACTBOPUMOTrO PEHT-—
T@HOKOHTPAcTHOr O BewecTba n3 npoTtoxoeon cuctemn (Krepler, 1971).

O6CTPYXxuUN® NPOTOKOB CNIWHHBX MENe3 CONPOBOXLAETCA NOBLUEHNEM
ypoeren Mg, Ca, K # chHuxenuem Na B AUUHAPHBX KneTka (Sagastroem
et al., 1983). Hapywenue xanbuumeporo romMeocTa’a npun MykoBucuupose
onpegenseT 3HANMTEAbLHYW HaCTOTY Kapuneca 3y60B, COnposBoOXgawnitywcs
HAaCTHM HEKAPMO3HLM NOPANEHNEM TBEpguX TKaHen NonocTH pPTa u napo-
zonTa (10.3.NaBpenTbera, 1990; A B Borganwosa ¢ coanT., 1992)., Ae-

PNUNT roOopMOHa pPOCTA R{(NMAN) HAPYWEHKUA obuwero nopsgka npn M)’XOB”CUR;
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K03€ NPUBOZAT K YJANHHEHNNW NEpUOga Co3peBanna 3y60B g0 MX NpOpe3b-
panna (Nikiforuk et al., 1971).

TpoBegeHHne HaMu WUCCnNegoBAHUS COBMECTHO © acnupantTom 0.3 JNlas-
penTbeBON nokrasanu, 4TO OTHOCHTENbHO HEHONMbWOE KOANHECTBO SHONbHBX
nPegLABARAN Kakne-nunbo wmanobw CO CTOpOHB nonocTu pTa,. Tax, y 15,09%
O OWYWEHNS CYXOCTH BO PTY W BHgENeHNMa BR3XOM CHWHB. Ha camMoMm
PaHHEeM 3Tane N3YyHeHMs MYKOBMCUUZO3R HCCNegoBaTenu 06paTHln BHUMARHUE
Ha H3MeHeHne uBeTa 3y6HOW 3Mann, TO xe OTMEYEHO B Hallen CEePHH Hab-
nogennn: y 24 4% SonbHpX Hbra M3IMEeHEeHHaa oxpacka sMann, Yawme 3TO
6w cepnilt UBET, Pexe - KenToBaTbh, CBETAC-KOPHMuMEeBnn, WHorga guc-—
oxpacka 3IMann 3YH60B Bbrnagena B BAge UBETHBX NONOC, HYepegywlinxXca C
nonocamn HOPManbHOM OKpackn, 'mnonna3ns TeBEepzbXx TKkanen 3aycos (nun-
HenHun geeekT, nnb0 nonHoe OTCYyTcTBuEe 3Mann) oTmeveno y 20,3% 6onb-
HBHX, TOTga KaKk B CpegHe&M B NONyaAunk 3TOT NPU3IHAK BbABNAETCH Yy

7,4-13% (Primosch, 1980). YacToTa 3y60-4enNCTHBX 2AHOMAnUh CoCTaBH-
na 47,1%.

PW OTHOCHTENLHOWN CKYygOCTH KIUHAHECKOW CHMNTOMATHKMH HaM yganoch
OTMETHTb Topa3go 6onee CywmeCTBEHHHE W3IMEHENUS GYHKUMOHANBHOTO CO-—
CTOSHWA CAWHHBK Xenei, B nepByw ouvepegb 3TO KACAETCHA HAPYUWEHHRK on-
INNECKNX NapaMeTpoB Cekpeumuum, TakWxX KaK BAIKOCTb CNWHH M CROPOCTDL

cnwHooTgenenna (Tabn . 6.1.).

Tabnannua 6.1.

Cpegnue IHAYEHUR OU3INYECKNX NAPAMETPOB CEKpeuun CANHHBX Xene3l

Fpynnw Napamerpn
o6CcnegOBAHHBXR

CxopocTb Cex- BaaxocTb pH

peunn (MA/MUH) (ycn.en)
3gopoBne 0,45+0,02 1,44+0,06 6,95+0,05
BonbHune 0,27+0,14 2,69+0,3 6,45+0,25
MYKOBNCUM O3 OM p<0,01 p<0,001 p<0,05

Kax BugHo n3 7abnuuw 6,1, y GONbHBX MyXOBNCUNZO3OM Haubonbuwne
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HIMEHEHNA KAaCANTCH BAIKOCTH CANHE, 1T0 NPUBONT & gncnopnn, oTpa-—
WKEHHEM KOTOPON SABNAETCH CHUREHME cCropocTn cniwHooTgeneuns, Kpome
TOro, YMEHbUEHHE BHAENEHHRA CIWHD BUZMMO NPOMCKXOFHT 33 CHET HacTHu—
HOM geéprxuuu TAGHZYNOUUTOB AUUHYCOEB,

Kax noxaszano Buowe y 60nbHubX MYKOBUCUN LO3OM NPONCXOgUT cgBnur pH
CNROHH B KHCNYyw CTOPOMY, HapaAgy ¢ 3TUM HaM NOKA3aN0OCh WHHTEPEeCHHM
NpocneguTb 3a BO3IMOKHHMH HIMEHEHUSAMH XUMHHECKOTrO COCTABA CMEWaHHOW
CMiHb, B YAaCTHOCTH 3NEKTPOAUTHOTO, Pe3ynbTaTh 3TOr0 HCCNEgOBaHMUR
npegcTaBnenn B Tabn, 6.2.

Tabnuuaz 6.2.

KoHueHnTpauna 3N1eXxTPONUTOB B CMEWaHHON CAKNHE HORNbHBX MykoBuCUMN—

fO30M W 370pOBRX geTen (mmonn/n)

Fpynnu Koruentpauna >n1exkTponuToB
obcnegoBaHHux
Cl Na K Ca Mg
Bonnnuwe My-— I 21,2+ 13,47+ 16,42+ 1,22+ 0,26+
KOBUCLUMN FO3OM 1,83 2,12 1,49 0,12 0,003
(n=38) II} 30,47+ 16,5+ 13,56+ 1,1+ 0,23+
1,89 1,18 1,24 0,02 0,01
3j0poBHE I 10,49+ 9,16+ - 17,0+ 0,75+ 0,28+
xeTn 1,12 0,92 1,23 0,06 0,004
(n=32) II 11,67+ 16,19+ 21,4+ 0,84+ 0,17+
1,16 1,11 0,96 0,06 0,001
I - noxasaTtenn go u Il - nocne CTUMYyNauUMKM CARNROOTgENEHus.

Kak BngHo n3 Tabanub Hanbonsbmwme CHBUTU KACANTCA copgepMaHna Xn0-
PUZOB, HATPAA W XANbUMA: KOHUEHTPAUMA JAHHBX 3NekTponnToB y Gonb-
HEX CTATHCTHMEGKN 3HAYMUMO M3IMEHRNARCb B CTOPOHY NOBRUWEHMR OT HOpMB.
Npuem 3T gaHHbWe NOAHOCTbBR HE OTAMHANTCH OT JAHHBX INTEpaTypn (Ta~
ussig, 1984). CnegopaTenbHo, onpegenexnune YPOBHEN HATPUR, Kanbuuns
N ocobeHHO Xnopa MOXET cny#nrb nogcnopobeM B JHATHOCTHKE MYKOBHCUK~
£03a, CTHUMynsunsa CNWHOOTZENEHWR| NPUBENa K CYWeCTBEHHOMY NOBHUEHUNW
KOHUEHTPpaunn Xnopa (B OTAMYMME OT HOPMH) M K TEHLEHUWN NOBBUEHHS

KOHUEeHTpPpauun HATPHSA, flocnegnee ABAAETCHR NOATBEPHIEHNEM TeHeTHHec-
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KOTr0 fe®eKkTa MeMOpaH 3K30KPUHHHX KNEeTOoK.,

OTMEeMEeHHBE HAMU U3IMEHEHHR THINKO-XUMHNYECK NX napamMeTpoB B COBO-—
xynHOCTM, npuBO AT X Hapywenum npouecca xpnc7annoo6paaosanuﬂ cno-—
Hb, B Tewenne nocnegunx 10 net B MEAHUUNY YCNEWHO BHEJPRAETCA NPWH-
UMNUANBHO HOBHN METOg KPUCTAANO—-CNTHUHECK ON MOP®OMETPHH, OCROBaH-
HBW HAR ONPEeJENnEeHNUNn MWK OKPUCTANAMNECKUXN CTPYKTYP B PA3NHW4YHBX BMO-

norunvecknx xugrxoctax (I bpayw ¢ coasT,, 1982; P.W.Munu ¢ coasT

1982). B nepayw ovepegb gaHHBM METOg &N WCNONL3OBaH NPW UCCHEgO-—
BAHUK COCTORHMS XENHH gNA gUATHOCTHEN XONEUMCTHTA M XONENMUTHa3a y
B3pocnux n geten (A A Usapubenn ,h 1988; B.M Nlucuenxo ¢ coasT.,1989).
B ganbHenmweM KpUCTANNOONTMHECKas MOPYOMETPMA HAHANA MCNONbL3IOBATLCSH
B NYNbMOKRONOTHHN C WCCNELOBAHMEM XAPAKTEPHUCTHK KPOBH, EPOHXMANBHOTO
cexpeta, nnespanbuoro 3skccygata (I N Hexpuuw ¢ coaet.,, 1991). Becobma
FOCTYNHBM # YygOOHBM N8 MCCNEJOBARNA MUIKOKPHCTAANNUNECKHUX CTPYKTYP
cybcTpaTom aBnaeTca cnwna, Y geTen ¢ OOCTPYKTHBHOHM OPOHXNUTOM u3Me—
HEHUA MMKPOKPUCTANNH3AUNN KOPPENMPOBANN CO CTENEHbW gHXAaTelbHOR
HEegOCTATOMHOCTUN: NO Mepe HapPacCTAaHWUA fHXATENbHBX PACCTPOUCTB NpPpoOMC-—
XOZWNO yBEeNUHEeHMEe BR3KOCTH CNNHB W ygiMHEHWE BPEMEHW BHNALEHNRA NOC-—
negunx xpuctannoe (E . B KopoTxam c coasT,, 1991). Ananoruinue un3sme-
HeHuR Gunn obGrapykeHn M y geTen ¢ ©ponxonhesmonuen (K. It .Tygsewxo
¢ coamT., 1991). Y geTen co CMewaAHHOM ©OPMOW OPOHXMANBLHON ACTMB
3apPEerMCTPUPOBARC 3HANUTENLHOE YBENUHEHWEe AHNU3IOTPONHHX CTPYKTYP B
CnwoNe Npu OgHOBPEMEHHOM Hanbonee WUPOKOM CNEXTPE MOP®OTHUNOB M Ha-
Anunem xapakTepHbx "nenectrosux" kpuctannop (F . B.fMlnaxcura ¢ co-
aeT,, 1991).

YUunTeBan N3MEHEeHWAa XUMUHecCKOoro cocTaBa W peonorun cnwHu y 6onwb=
HBX MyKOBWCUMZO30OM, MOXHO HBN0 OXMgaThb & priori n3MeHnenne ee ©aszo-
BOro coctaBa. OgHaro, TAKWX JAHHBX B NNTEpaType HaM BCTPeTNTb He

yganocs. B cBf3M C STUM Mb NPOBENM COOTBETCTBYWUMNM aHANU3 CMEWaH-

HOM CNKHE NO pa3paBOTAHHOM HaMK METOogWKe, nonyveHnHomn y 34 GonbhHux



PNC.6.1. CWANOTPATINMA BOJIBHOIO A.3.

[l TUN WU3MEHEHWA (KNCTO3)
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IaTosaorud MeMbpau

KJAETOK
1
4

M3MEHEHHHA BIEeKTPOJMATHOTO COCTaRa,DECACIUNA
pH, XxprcTaannssimmoHHEIX criocobHOCTEH

h 4

HapyIlieHne < HapyuicHAEe

CTPYKTYPEI /@ymm;ym

COCTOAHWE TIOOCTH PTA
TepeBAPABAHNE ITAINK
Puc.6.2. TlaroreHeTHY0CKME MOXHHA3MbI HADY 8-

HAH CHAIOHHLIX XKeje3 M TIOJ0CTH PTa NPH
MVKOBHCLAA03E
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MYXOBUCURZO3OM W 23 NuWu KOHTPOMbLHON rpynna, Pe3aynbTaTw nokasann,
4710 ¥y 30 Bonbrux MyroBumcunmgosom umenoc MECTO HMCHEIHOBEHHE XAPAK-—
TepHBX AN HOPMANbHOW CNUHW BONOKHOOBPA3HHA ATPEraToB. KPHCTANNH—
3RUUONRBX CTPYKTYP W NOABRNENNE gBYyNyNenpenomMunsiownx CTPYXKTYP THuRNa
CUEepONNUTOB N REHZPHTOB, Yy 2-X GONbHBXN TaKOBHE WIMEHEHHSR OTCYyTCTBO—
Baan ¥ y 2-xX 6nna oTMeveHa CTPaAHHaA MOP®ONOrnMecKkas PeakuUnfa:. NoOKB-—
nenne kpuctannoe tuna Na SO . B xowTponbro# rpynne any naMeHeHnsa,
2 3

CXOgHnE C MyKOBUCUMZO3OM, 3aperncrpupobadb ¥y 5—-Tn n3 23-x (pa3un-
ua CTATHCTHURECKWN gOCTOBEPpHA).

Cnegywoiinm ypOBHEM HIYUYEHUR COCTORHMA CNWHHHX KENe3l SBHACH Op-
FaHHBA: PEHTrE€HONOrNNecKoe KOHTPACTHOE HCCNEegOBaHWe CTPYERTYpPH OKO-

NOYyWHBRX CAOHRBX wene3 y 17 GonbHBX, AaHHBH MEeTOg noxalan gBa THRA

WIMEHEHNN: NEepenonHeHne mHenesb KOHTpPacToM 6e3 ero CKonneHusa no

THNy "NapeHxXuMaTOIHOTO" Hanonnenna - y 15 GonbHbBX ® Hanuune pac-
WHPEHNH NPOTOKOB Wenesnm WAW KkncTonogobHux nonocten — y gByx (Puc,
6.1.).

OBnapynennne naMu Takne M3IMEHEHNNR] B JEATENbHOCTH CAWHHBX Nenes,
KaKk 3IaTpygHEHME OTTOKa CexpeTa, Ha nepBuN B3ragfy, Mmoram 6b cnocob-
CTBOBaTb PAIBUTHI BOCNANMTENbHBX MIMEHEHWR B 3TuxX wenelax, Oguaxo
Tax0OBHX Mb HE OTMEeTMAM, HTO NO HaWweMy MHEHHNW RBIRETCA CNesgCcTBUEM
AOCTARTOMHOTO YPOBHS MECTHOTO HMMYyHHTETA,

Takum 0o6pa3oM, Mb MOXKEM nPOCNEegUTb NPUHYUHHO-CNEICTBEHHYW CBA3b,
NPUBOLAWYHw K HAPYWEHHKW COCTOAHUA NONOCTH PTa Yy BOAbHUX MYKOBACUN-—
F030M (Pnc.6.2.). AAHHDE M3IMEHEHNA CBHLETENLCTBYwWT HE TONbKkO 06
YHHBEPCANbHOCTH IKIOKPUNHBY gUCEYHKUWK NPN MYKOBHCUWZO3E, HO M O
HANaAnbHOM 3Tane& HAPYWEHNWN NEepepapuBaHMs M YTUANIAUMW numu, ITo ga-

BT OCHOBaAHWE gN% NOWMCK32 NYTEN HOPMAnNN3auUMN HAPYWEHHOTO PaBHOBECHS,
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FlhABA VII
mOPAMEHMWE NTEYEHMU Y 65 O0NbHHX

MY KOBWCYHUWaL2O30HN

7.1. Knunuxo-mopoonorusecrue, bGnoxuMnyecrmne, nMMyHonormuvec-

KHe # ynbTpa3BYyrOBHE M3IMEHEHWA B renaToOBUNMAPHON CUCTEeMe

A0 HACTOAMET O BRpEMEHM elle He pPa3pabOTAHO HALENHOrOo MeToga gu—
ArHOCTHKMN TenaTonaTuM NPM MYKOBHCUMgO3e., B 4aCTHOCTM HE ONpaBgb—
BawT cebna B NONHOW Mepe GNOXUMUNECKHEe TeCTh: TPARHCAMMHA3W, WEeNnou-—
Haq voceaTa3a, NpoTenHorpamma, npoTpom&un n gp. (Nousia-Arvanita-
kis et al., 1992). Msyuenue wakTOpoBP CBepTHBaHMA KPOBW Yy GONbHEX
MyKOBUCLHFO30M NOXA3ANO, HTO TONLKO NPU 3HAUNTENLHOM NOBPEXJEHUR
ne4YeNn Hapyuwaetcsa ux eoyniuma (Hein et al., 1984). Hapywenne coc-
TOAHNA CHCTEMb CBEPTHWBAHWA KPOBW MONET 6HTb CBA3AHO M C JEeONURTOM
Butamura K (Appendini et al., 1939).

YpOBEeHb MEeNHYHBX KNCHNOT MOMET 6HTb MAPKEpOM TRXECTH NOBPEXJEeHRSA
obuwero Wen4Horo NRPOTOKA, NOCKONbKY NO ANTEPATYPHBM gaHHHM OTMeuHa-
eTCH ero nOoBHWEHWEe y NONOBHHB HONbHWA, HE3ABACHMO OT TakecTn 3a60-
nesannn neuwenn (Gaskin et al., 1988). CrpuxTypa unn ctenos obumero
MENMYHOTO NPOTOKA ABARAKNTCA HACTHMM Yy SONAbHBX MYKOBUCUUJO3OM M MOTYT
BH3WBATb CTAa3 MAM NOBLWATL PWCK 3aryNOPKM XENHHBX NPOTOKOB, J3TO, B
CBOW OYepegb, MOKET CONPOBONZATLCH ¢OKANbHHMU NOBPEXIEHNAMU XU Bb-
IwBaTb NPOTrPEecCHUpPOBaNME MYNbTUROOYNAPHOTO UUPPO3a, a TAKNKE BO3IMON-
HO pa3BuTne wenunoramennon Goneznwn (Serrano Gomez et al., 1988;
Nousia-Arvanitakis et al.. 1993)(Puc.7.1).

XonectaTuyeckuhn MEeXaHW3IM UrpaeT Hanbonee BAXHYNW pOAb, HO He
ABNRETCH egNHCTBEHHBM B NOPaXEHMM NEeveHn, Tak kak He BCcerga B CO-
CTORHWN OBLACHMTD BO3IHMKHOBEHNE TEX MAN MHHX MOPOOGYHKUMOHANBHLX
H3IMenennn B oprane. C NOMOWbK METOZAa NOZaBAEHWA MUTPAUMN nenkoun-—

TOB M NANMPOUNTOTOKCHHECKOro TecTa YyCTAHOBREHA CBA3b Mé)l():(}’ BO3HMK -



SEB0OEDPMHHAA HEJOCTATOYHOC
3aTPYPTHEHME RPITe0 THEICHAS TIOIREJIYIOHO M JREeNeskl

BHYTDMITEIEHD YHb \
XONIECTA3S, <
CHMUMEHNE BROJIIYeCTsa X0J1Ie/nATHIa3 <
REFIHBIX KMICAOT CTeaTopes

(bexanrras norepa
FMEIMHEBIX EMC/IOT

PHC. 7.1. TUIIOTE3A NNOPOYHOTO KPYTA FENNATONATHH TIPH
MYROBHUCIIMJO3E (P.Bittner, 1988}
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HOBEHMEM MIMEHEHMI B NEYEHN NpU MyroBHCungo3e M UMMYHHBMU PERKLUN—
AMH B OTBET HR JENCTBUE AHTUIE€HA - CHEUUPUYECKOrO NEVYEeHOMHOTO Nv—
nonpoTenna (Mieli-Vergani et al., 1980). Takum obpa3om, cCencuGunm-—
3aUnfA K gAHHOMY AHTUIEHY W gPYTMUM aHTHIE&HAM KNEeTO4HOW MeMEpanb ne-
YEHO4HON TKAaHW, BO3HMKAWWAR NEPBUYHO nWau, 4TO Hanbonee BEPOSRTHO,
Ha @OHE& TeHEeTHHEeCKOW NpegpPacNONOKEHHOCTU, MOXET CROCO6CTBOBATH
NpOTPECCUPOBARHNK U3IMEHEHHN B NENYEHM npu MYKOBHCLMNgO3E,

AnnTenbHOE TEeHEeHHe MYKOBHCUNZO32 C HAPYWEHUEM GYHKLUKW NEHeHH
MOXET CONPOBOXRAATLCHA HAPRCTAHMEM a3O0TEMHM, 4TO @BRAeTCH Hebnaro-
NPUATHEM NpOrHocTHyecknm npusnaxom (Puls et al., 1983).

Ananun3 ayToncunHoro Martepuana, nonyvyernoro Hamn oT 57 6onbHbBX
W NPOBEXEHHOr0 HAMHW COBMECTHO C 3aBegylWen geTckon npo3exTypon r,
ExaTtepubypra A.©5.Bube noxaszan, uto Yy 48 (84,2 OTHOCHTENbHHBX NPOUEH-—
TOB) MMENUCb MOPPONOrMHECKME NPU3IHALHN NOPAKEHNA NEHEHNH, B’HaCTHOC—
TH MakpPOCKONMYECKMH YBENMHEHne neveHn oTmesero y 15 n ymenbuweHnne y
26 6onbHbx, Hanbonee HacTOM IrHCTONOIrMNECKON HaXOogKon 6wna wupoBaf
AncTpoena renatountob (y 41 6onbHoro), pexe (y 13) 3epunctan gnc-
Tpoona, ¥ 3 geTen WMEeno MecTD COYeTaHne fHOdY3HOR XUPOBOW gUCTPOdKM
C NpoABNEeHnsaMH XonecTa3a, [lpuMevaTenbHO, HTO y BCEeX 3ITHX geTen knn-
HNYECKN OTMEHANnachb KeNTyxa, Y 2 JE€Ten remMopparmyeckmun CUHgpom, Onb6-
pPo3 neuvenn obHapyweH y 4-x GonbwmBx OT J-x Mec go 13 net, 'mctonorn-
HeCKM M3IMeHeMsa Yy >TUX BONbHEX XapaKTEPH3IOBANMCh RXONECTA3OM, KUCTO3-
HBEM pacunHpeHMeM REeNYHLR NYyTen, Pa3pacTaHMEM COEZMHNTENbHOW TKaHu no
XOgy NOPTanbHbX TPAKTOB, KUPOBON ANCTpPOONEN renaToOUNTOB,

Nopaxenne neveHn, HabNWgaAEMOE NPUHNIHEHHO, PaACUEHUBANOCH HaMK
KaKk XMpOBOW TenaTo3, PEAKTHBHBN TENATHT WIM LUPPO3, AHanns nony-
YeHHBX HAMHW KJTMHMHECKMNXN JAHHBX NOKA3AN, MTO nopaxeHune nevewn Sunno
Yy 53,6% 6onbHbx, Yaennqenné nevyenn 6nno 3aperuncTpupoBano y 76,1%
HonbHpEx. M3 BHENEHEeHOYHBX NPOABNEHHN CYWECTBEHHOE 3HAYEeHNEe nMenwu

cumMntom nanbmaphon spuTemb (58,8% 60nbHbBX) M reMopparumNeckmn CuHpg-



poM (13,2%).

AXTHBHOCTb ®EPMEHTOE - MapPKepOB UMTONK3a TenaToUNTOB (aNaHWH-

aMMHOTpPaceoep&sa, acnapTaTaMHHOTPARCWEPI3Ia, @PYKTO30OMOHO®OCO®ATANL-—
gonaza) y 06CnegoBaHHBX HaMM 60AbHBX MYKOBMCLUM JO30OM HE npeBbwan
HOPManbHHX BENTMYMH, OTMEHEeHa NHllb TeHZEeHUWA K NOBRWEHMKW. AHanormn-—
YHBM 06Pa30M NU3MENENHWN AKTUBHOCTH MapKepoB xonecTa3a (meNOo4HHON
poceaTasy, raMMaraRTAMUNTPaHCRENTHIa3b) HAM OTMETHTb HE Yganoch,
Ananun3 NpPOTEnHOr paMMu He OBHaApYWra rayoxux Hapywernnn 6enxoBOCHH-
TETNHEeCKON OYHKUNKH NEeMeHNn, a T& YMEPEHHHE HABNEHUA gUCNPOTENHEMUM
YTO BHPAMANUCB B TEHZEHUMN K CHUREHUP anbsyQMHoa M NOBLWEHWI TNO-
6yNMHOB 3a CHeT TraMMa @PaRKLMM, MB CKXNOHHB CHHTATb CnegCcTBUEM He
CTONbKO NOPAXEHMA NEYEeHH, CKONbKO pe3ynbTaTOM XPOHMUECKOro BOC-—
NanMTEeNnbHOT O NPOLUECcCa B PecnUpaTOoOpPHON cncTeMe, He yganocb Takxe
OTMETNTbL YBENMYEHWA CPEgHEro YyPOBHR OMAInpy6uHa n ero oepaxuun B
xpoby GonbHux (Ta6n.7.1.). W anwb y 5 €onbHuX nMenncb 3nn3ogb run-
nepEnaInpyERREMHH 323 CHET HEKOHLNIMPOBAHHOW @paxunu,

Bce crxa3aHHOE CBUgeTenbCTBYET O pgOCTATOMHBR KOMNEHCATOPHHX BO3-
MOWHOCTAX TrenaTounTOoB Y GONbHBX MYKOBMUCUMTO3OM, NO-BUIUMOMY CBR—
3aHHBX C OCOGEMHOCTSAMM NATONOCMYECcCKOoro npouecca, NpPouUcCxNOogAWero B
nevyenn npum MykoBucungose,

dXOorpasnueckoe MCCAegOBaNMe BEPXHEero 3Tama OPOWHOR NONOCTH Yy
zeTen n wHowen ¢ MyroBucumgoszom (Metz et al., 1987; Serrano Gomez,
1988; Dountounakis et al., 1993) gano cnegywune pesynbTaTw: 56-
67,4% SonbHbBX nMenu HOpPMalbHbe nokxazaTenu neveHn, y OCTaNbHEX Bb-
ABMleHn HEer OMOT €HHHE YHCTKM B NAIPEHXUME NN yHICTKH NOBLWEHHON 3>XO0-—
rennoctu, renatomeranns obnapyxena y 20,9%. J.Winkielman et al.
(1987) paagennnu 3XOTpPaoH+eckne MIMEHEHMA B NEHEHH Ha 3 Tuna: 1-#
THR ¢ U3IMEHEeNUaMW NO TUNY MMPOBOW JUCTPO®MM M C Hanuimem go 5 xam-
Hem; 2-} — c uMppo3OM Nevenn ¥ 3-it — C HANWYnEM M3IMEeHennh 6e3 veT-

KoM NOKANM3AUMM KM TOYHOT O ONPEJENEHNA NaparTepa n3menenunn n 6Gea



Cpegune 3HaveHns napaMeTpos,

MYy X

XaApakTepn3ynunx ¢YHXUNK NeveHn,

OBHCUN LO30M

Tabanwua 7.1.

Y 3z0opoBbHX M bonbHbEX

Fpynnua o06- n Napamerpu
CnepgoBaHHBX
: Bunupy&nn ACT ANT 'rT oA e
MxmMons/n mMmonb/n MMona /n erg. eg. er.
SpopoBHe 10 8,42+0 4 0,39+0,03 ;0,31+0,02| 16,5+3,34 2,040, 47 135,7+15,2
Ponbnbe my-
XOBHCUH gO3OM
geTh 36 10,3+0,4 0,43+0,03 10,36+0,031 23,8+3,11 2,42+0,31 169,4+16,1
B3pocnme |16 11,7+0,3 0,45+0,06 {0,45+0,04) 22,57+2,38 2,33+0,25 153,8+18,7

€91
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ramHen, HacToTa oGHApPyHeHNna KaMHeN MenvHOro Nny3npR BapbupoBana oOT
3,3 zo 21%. B.Salch et al.(1988) obpawmant BHuMaHMe Ha TO, 4TO TONb-
{0 MeTOog COHOrpaduh NO3IBONAET BHABMUTbL XONEANTHA3I, NOCKOAbKY HA
>6B4HBX PEHTreHorpamMmax XxaMHM He gaBann Texen, B W, Remugos ¢ coasT,
(1990) o6HapYMHUNIN [eodOopPMaUNK KEeNMHOTO nyawps (nepetaxkn, S—-obpas-—-
swn) y 33,3% M ynnoTHeHue cTeHox ny3wps y 19% HonbHbX,

My nMenn BOIMOMHOCTbL NPOAHANTU3INPOBATb IXOTPAPUNECKHE FAHHHE CO
CTOPOHH NexweHn, nonyvennwe y 51 GonbHbx, ABnenwns, cooTBEeTCTByRUWME
KRPTHHE XPOHMNECKOro renatuntTa (NOBLWEHHBN W/NAN HEOZHOPOLHHN IXO-—
curHan), Gwan ormevenn y 23 GonbHoro, KaprunHa uumpposa nevenu OT-
MeveHa y 3-X Honbnbpx, dBnenna xoneunctuta obuapywenw y 10 6onbHmx,
zevopmaunn (nepernbb, nepeTaxkn) y 7—MM N KaMHU XKENYHOro nNy3npa y
3-x naunentoB (Puc.7.2.)

TP coOnOCTaBNEeHNWH NOKA3ATENel MMMYHHON cuUCTeMb y OONMbHHBR MYKO-
BUCUMZO30M C NPU3IHAKAMH NOPANEHMN nevenHn W y HOAbHBEX XPOHHYECK UM
NepcCHCTUPYHUNM AHTHTEHONO3INTHBHEM TenaTunToM, NPOBEREHHOro B ¢ase
peMuccun, HamMh EGbNO BHABAEHO, HTO y GONbHHX MYKOBHCUWZO3IOM OTMeYa-
ercna Gonee, wem J—-X KkpaTHOE NOHUXEHNE abconwTHOro konnviecTtsa TouT-
TMMOOUNTOB NO CpaBHEHHKN ¢ xouTponem (Tabn.7.2.).

Tabnnua 7.2,
9
XapakTepncTnka knetounoro (x 10 /n) n TymMOpanbHOro MWMMyHHTeTa

(r/n) npn MyXxOBHCUMZO3E€ M XPOHWHECKOM renatute B

UMMyHonoruveckne Fpynnuy 60nbHBEX
nokaszatenn, a6c, P
Myxoeucuugo3s X" HB Ag+

T-anMoounTh 1,611+0,818 1,369+0,222 >0,05
B-numeounTth 0,313+0,10% 0,361+0,077 >0,05
TepT-numeounth 1,457+0,761 0,781+0,164 »0,05
TouT-numoounTw 0,154+0,059 0,583+0,136 <0,05
IgA 1,30+0,214 1,17+0,135 <0,05
IgM 1,64+0,234 1,08+0,138 <0,05
IgG 17,7+3,84 16.,5+2,78 <0,05




Puc.7.2. ¥YnbTpa3BykoBas KapTuHa MeyeHu
6onbHoro A.T.

PermcTpupyetcs 60/IbLLIOe KOMMYECTBO PasHOAMMIUTYAHbIX 9XOCUIHAMOB C Mpeo6aja-

HMEM VMMY/IbCOB CPeAHEA W KPYMHOW BeNYMHBI, MOBbILLEHVE 3XOFeHHOCTW OpraHa
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NTOHNKEHRAA CynpeccopHan oyRKkuma T-AMMOOUNTOB GONBHUX MyXOBHCUM—
FO30M HaXOoguT OEBbLACHEHNNE B gAMTenbHOM AHTHT €HHOM pPa3gpaxenunun np#
nepcHCTEeHUHH GPOHXONYNbMOHANLHOMN HMHeexuny , 4T0 NpuBOgHT (Kak Mn

noxa3anyu BhWe) K yBENNHeHuw unprynauuvn [[UK B coBOpPOTKE KPOBM,

7.2. Ponc AQNl B nopaxenuu neuenn 60NbHHEX MYKOBHCUHJO3OM

Kakr yxa3onBanocb Bbwe, Takon OHKG3MEpPHOHanbhmrn Henok, kaxk AN

)
yvacTByeT B obWMEBNONOTHYEecKuN peakunmax opranuima, B vacTHoCTH
YyCTQHOBRAEHO, 4HTO gaHHBW H6enox o6nagaeT MMMYHOPETrynATOPHbLMR CBOR-
cTRAMW N CnocoBeH YCKOPRTb NpPoOUEcCH penapaTHBHOW perexepaunmn 3a
cCHeT CTHUMYNTRUWN NPONMGEPATHBHHX PEAKUMN B TKAHAX, B YaCTHOCTM B
nevenn (X.I Tnwnep, 1978). C gaHHboM 06CTORTENBCTBOM CBRA3AHO NOBH-
wenne KoHuenTpaunn ADN y GONbHBX OCTPHMH N XPOHHYECKHMU TenaTuTa-
i (Ruoslahti rt al., 1972). Kpome Toro, oTmeyeHn HM3IMEHEHNRA COgep-
wauna ADN npn HEexOoTOPHX HAcCNegCTBEeHHbBX 3aboneBaHMAX: AaTaKkCcUu-—
Teneanrn3kTa3un, TUFO3IMHO3IE, GONE3IHH JayHa, a TAKKe NpuU MYyKOBHC-—
ungose, Npuuem gaHHbe, NONy4YeHHne y HONbHHX C MyKOBUCLUWIO3M, nNpo-
THBOPEMMBH: COOBWANOCb O NOBHUWEHUN YPOBHA A®N (Chandra =t al.,
1975), HO B nocnegyomux NySNHKAUMAX YKAIWBANOCb HA HOPMINbHHE U
gaxe Hnaxme xowuentpaunn AOMN (Wallwork et al., 1975; Knopfle et
al., 1976; Brock et al., 1873).

Wayuenne ypoBHs A®Nl npiu MyxOoBHCuMgO3e NPegCcTaBNAET MHTEpec He
TONBKO KaK MOWCK BO3IMOKHOIO Mapiepa HacnegCTBEHHOTO 3aboneBaHuRn,
HO W B CBR3IN C MaACTHM BOBNEYEHMEeM B NAaTONOTHMHECKHNH NPouece NevHeHu,
C »Ton uyenbw Mb npoBenn n3YyHeHue KOHUEHTpaunn ApN metogom PUA B
CUBOpPOTKE KpOoBH 21 60NbBHOTO MYKOBHCUHO3IOM ¥ ¥y Q9 60nNbHBX KOHTPONb-
HOW Tpynnw C XPOHMWMECKMM NEPCHCTUPYWIUM TenaTuTom, BoapacTt Goabnux
xoneGanca ot 4 go 20 net. Kak noka3lanu pPE3YNbTaT, CPEgHAA KOHUEH—
Tpauns AQN B cwBOPOTKE KPOBM BONTBHHX MYKOBUCUWZO3OM COCTaBHna

.

3,96+1,5 Hr/mn, 4TO CyWECTBEHHO OTNMHANOCL OT KOHTPONRA - 2,97+0,95



KOHUEHTpPauunAi KOHTUHTEHTbl 00CAELLOBaHHbIX

ng/tru XPOHUYECKNIA MYKOBUCLMNAO03
renaTuT BCA rpynna MHOPO3  TenaTonaTHW 0e3 rernaronaTtHu
2 neyeHu
+
0 .
8 .
*
*
6 - * *
+ *
>
4 * %
1ﬁ_+ ok * % .
2. *
* K
N 9 21 b 10 8
pasviax 2,2 - 117 1.6-6.8 S.9-6,8 2.5-6,S 16-58
Xis 2,97;*0.95 3,96£1,5 53 428 *28

Puc. 7.3. CogepkaHune ADPI1 y 60/IbHbIX MyKOBUCLNA030M



nr/mn (p<0,05),

KAnHUKO-GuOXMMUYECKNEe NPH3IHaAKKM BOBNEYEeNHS B npouecc nevewu u3
o6cnegOBaHNBX 21 GONbHHX OTMEYEHO y 13 naunmenTon C*' MYKOBMCUMZO3OM,
y xoTopuX ypobBenb AQON cocTtaBun 4,19+1,5 wr/mn, npnm >ToM enbpoa ne-
venu 6wun y 3 geten (5,3 wr/mMn), renatonaTus u ABNEHWA, AHANOTN4HHbE
XPOHHNECKOMY renaTtnty y lO‘6OHbHBX (4,28 ur/Mmn)(Puc.7.3.).

Taxum o6pa3oM, xapakTep NaTONOTHMNECKOTrO NPOUECCA NPH MYKOBHCUM—
z03e obycnasnubaeT Gonee BBCOKMI, 4EM NPH XPOHRMHECKOM TrenaTHTe,
ypoBenb AQIl, xoTopm#, no-BUINMOMY, BWNONHAET MMMYHOPEryNnaTOPHYNR
oynxunw, OgHAKO, fARHHBH OHKOO®ETANpHHWIA AHTHIEH HE MOMET OHTh MC—
NONL30BAaH KaK MapKkep MYKOBMCUWZO3A MW gNA JAGOGEPEHUMANbHON guar-
HOCTHKH HE HEONNACTUYECKNR TrenaTonaTHN HACNegCTBEeHHOro w nprobpe-—
Tennoré reneda, OTMeqeHHa® HAMM TEHZEHUNMR K HAPacTaHuw ypoBrs ADR
B 3aBUCHMOCTH OT TAMECTH NOPAKMEHMA NEYEeHW, NO3IBONARET PEKOMEeHgOoBaTh
IAHHBN TEeCcT B Ka4iecTBe BCNOMOTATEeNnbHOro NPH PEemEHWH BONPOCa O $OP-
MEe M cTeneHn TAKECTH 3a6ONEeBAHMA M HAIHAYEHNUH TEenaToTPONHOR Tepa-
nun,

TakuMm o6pa3omM, M3IMEHEHWA B NEYE&HH NPH MYKOBHCUMLO3E€ BCTPEHAWT-
cR gocTaToqHo HacTo (y 53,6-34,2% GonbHwX), DTO MOXHO OOBLACHUTH
MHOT0O6pa3neM NaTOPUINONOTHHECKHX MEXAHMIMOB NOPANEHUHA JAHHOTO
IKIOKPUHHOT O OpraHa, XOTH OCHOBHBM M3 HMX‘HBnﬁeTCR xonectas, OHHa-
PYMWTH kOTOopmM C Hanbonbuwel CTenernbid HAZEKHOCTH no3BONAEeT 3X0N0oKa-
UMA, YyuTnBas Pa3HUUY B HaCTOTe OGHAPyXeHWs renaTonaTHH NOCMEPTHO
M NPUMU3HEHHO, Yy JieMamero Bpada gOMKHA 6HTb HACTOPOXEHHOCTL B nna-
HE paHHel gMATHOCTUKW TENaToNnaTHW, M NPK CaMBX MHHUMANbHBX NPH3Ha-

KaX ITOr0 COCTORHMSR TEPANEeBTHHECKHN KOMNAEKC JONKENH BXAWYaTh rena-

TOTPONHBE CcpejgcTBa,
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FnaAaBA VIII
KnWHMUWKO-TADBOPATOPHUE CONOCTAGBIE-

HW 4 Y B ONTbHNX NYKOBUWC gy#nao30n
8.1. PeaynbTtatw UIYNEHUR CTEeneHn TakecTh MYKOBUCUMZO3A

B nCTOpPM4E€CKOM NNaHEe BCXOPE NOCNE W3YYEHUR KANHAMECKON KapTHHD
TAMENOT O MYKOBUCUMZO3a y geTen paHHeFO.BOBPBCTa BHUMaHUE Mccnego-
paTenen cTann npyeneraTtb Honee nerkne cnyvan 3abonemBaHna Kak Ha
YPOBHE ULENOCTHOTrO OpPraHnaMa, Tak ” Ha OPraHHOM M OYHKUWOHANLHOM
YPOBHRAX,

Kax yxa3wBanoCb Bbwe, B XpomocomMax HONbHHX MYKOBMCUMZO3OM 06—
HapyYXeHO 60Nbllo€ KONAMYEeCTBO MYTauuh B pa3HbX 3IK30HAX, HTO onpege-
naeT paannyinne namenennsn B CFTR. Npn 3Tom ycTanoeneno, 4TO gaHHbe
MYTAQUHH MOTYT NPORABARTLCR Yy HONbHBX B KNMHHYECKOM NNaHe NO pa3HO-
My W NOTOMy 6bNO NPHHATO [EANTH MX Ha MaXOpHwe n MiHHOpPHbe. K nep-
BbBM OTHOCHTCHA B nepByw ovepegb Haubonee qacrtas FH508, a Takwe peg-
xne, nanpumep 621+1G>T, 1078delT, G542X » zp., a xo BTopum R117H,
R334W » gp. Ha gonw xoTopuwx B Cepepo-CanagHom pernone Poccum npn-
xoguTcA okxono 5% (Baranov et al., 1991). NpumevarenbHo u TO, 4TO
C Kawmgom myTauuen 6bwna CBA3IAHA CaMa OPTaHHA®| NaTonorua, a OTCYTCT-
Bne del F508 ne o6asaTencHo gaeT nerkun oerotnn (Tummler et al.,
1992). 3To HaXOgNT OBBLRCHEHHME B HIYHEHNU HApyuweHnn TpancMemMEpaHHO-
ro Tpancnopta. K npumepy, npn MMHOPHHX MYTAUHAX YCTAHOBNEHO He
Nonnoe OTCYyTCTBME KAPHORONUH—UHAYUMPOBRHHOH MHTECTUHANBHON Ccexpe-
unn xnopugoe (Veeze et al., 1992). Hannune del F508 cunbno rkoppe-
TMpyeT C© HegoCTAaTORHOCTbN nogkenygoiHon xeneswn: g0 99% 60nbHEX C
resotTnnom delF508/delF508 nmeno HegoCTAaTOMHOCTb NOgXENnypo4vHO#n Ke—
neaw (Durie, 1991; Gaskin et al., 1992). Y 6onbunncTtsBa (87%) 6onb-
HHX C THMenHM TeseHnem OPOHXONErovYHOTO npouecca ¢ HGPOHXOIKTa3zaMu,

XPOHNHNEcKON nHeerunen Ps.aerug., NerovHoM cepguem onpegenanaco del
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F508 B romo3urorHom coctosnuu (A 8 Borgamoea ¢ coasT,., 1991). Cpe-
IM B3POCHBX GONMbHHX TONBKO C NerovHBMW npoapnenuamu 20% necny My —
tTaunw F508, a cpegn 6onbnwx co cmewannoi svopmon — 50%, M3 KoTOpPBX
25% 6unn romoanrotamn (T E.TFembuuras ¢ coarT,,1991). TenoTun 6Gonb-
HBX (Hannuine nan orcyrtcreune del F508) BranseT M Ha Takne noxalaTe-
nn xaxk ypoOBEHb XNOpPHMgOB noTa, Maccy Tena u pocT (Dork et al.,1991;
DeSchepper et al., 1992). B kxauvecTBe uanwcTpaunn JaHHOTO I0@eKTa
Mb MOXEM NPHBECTH CPABHUTENbHYW OUEHKY CPEgHEeN MAacch Tena HOBOPOX-
ZEHHBX geTen, nornbuwnmx B OCHOBHOM B paHHem Bo3pacTte - 2989+100, 4

M AMBYHNX B HacToRuee Bpema -~ 3J422+59,9 r. (pazaHnua CTaTHCTHHECKHU
gocropepna; p<0,001). TNo-BuguMoMy, B gaHHOM Ccnydae cka3lanachk pa3d-
TMYHaAR IKCNPECCUMA TeHa MYKOBMCUUZO3a, NpoaBubuwan cebr euwe BHYTPH-—
yTpobHo, Y 6onbHbx ¢ Hannunem del F508 Mbp oBHapywunu Gonee 3RAUN-
TenbHOEe CHUMEeHHe Macch Tena — Ha 86+4,3% no cpaBHennw c GonbHbuMK
6e3 myTtaunmn -~ Ha 91+8,9% (p<D,05).

¥ romosnroTHbex no MyTtauun del F508 6onbHbux Herenetnuecrne @axk-
TOpH HE MOTYT NONHOCThN 06ecnevynTb BO3gEeHCTBME HA TANECTb Te4HeHua
3abonesanna (Santis et al., 1990). W nosToMy npun oTBETE Ha BONpPOC
YTO Sonbwe BAMRET Ha NAowWagb NPRAMOYTrOAbHHKA — gAHHA WX WHPHHZ
(reHeTnueckne nav HHHE ©AKTOPHL)?, HeoEXOgMMO BCNOMHUTbL MaTeMaTun-
Heckun napagoxc Pubonauun,

COrnacHO KOMRNEKCHOMN OUEHKE KAMHNKO-NALOPATOPHHBX JaHHBX, B TOM
uyucne ¢ yveTtom wkana lisaxmana-bpacoennsbpra, ™Mn pa3nenhnn Bcex 173
60nbHNLX NO cTenenn TsowecTun, W3 unx 77 Honbruxn (44,5%) okxazanocos
C TamenuMm TewyeHuneMm GONE3RH, NPH FTOM B3pocabx 6wno § naunentos,

B 3Tohn rpynne co cmewaHnoi @opMoh 3abonepanus Gmn Hl GonbHou, ¢
nerownon - §, C rKnuwe4Hon - 7, € OTEHHO—AHEMUHECKOn — 3 N C MEeKOHn-
anbHum nneycom - 8. Cpegne TAxenoe Tevenne MYKOBMCUMO3a OTMEMYEeHOo
Y 35-~tu (20,2%), n3 xoTopwvx 6uno 5 B3pocnwx., Mo copmam MykoBncuM-—

£032a S0nbHbRe pacnNpepennnnchb cnexywmnm o06pa3oM: CO CMEWAaHHONM ®Oop—
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mow - 25, C nmerowHoh - 6, ¢ xuwewwow - 4. Nlerxoe revenne 3aperunc-—
TpupoBano y 61-ro (35,3%); 12 Bspocnwx naumentop. Pacnpegenenue
no ®OpPMaM B JAHHOW TPYNNE GHAO WHHM: CO CMEWaNHON eopmon - 25, ¢
nero4non — 10, c xumwevHon - 4 u ¢ aGopTubHON — 22,

HHTepecHo npocnegnTo pacnpegencune MmakopHoit MyTauun del F508
B YKa3aHHbX rpynnax 6onbuuwx, Kax BugHOo Ha puc.8.1. uwactoTta O6Ha-
pynenns del F508 nonmwmaeTca B 3aBHCUMOCTM OT TAXECTH KANHNHECKON
KApPTHHB: cpegn 06CNegOBAHHUX faHHHM MEeTOZO0M 18-TH TaMenuX 60AbLHBX
del F508 Gunna obnapywena y 13-TM cO cMewanHHOM ¢OpPMOI; NP CpegHen
TaANecTn 3aboneBaHnqa 6wno obcnegobano 23 naumenTa, cCpegn KOTOPHX
peneunqa 6una yctanoenena y 10-tn co cmewannon eopmon; y 36 Tectu-
popaHHbux GonbHBX C nerkum Teuvenunem del FHO8 Buasnena y d-mMn, OgHR
M3 XOTOpHX GHN C NEerovHoM <COpPMOR, gBa C KHWEHYHOM W § CO CMEWAaHHON,

Ywe paBHO 6HNO 3aMENE€HO, HTO NOTOBaR Npoba ABNAETCHA HE TOMNbLKO
YyHWBEPCaAnbHHM JUATHOCTHHECKMM KPHTEPHEM, a CKOopee OTpamaeT TaMecTb
npouecca (¢.I. Ayxapcrun c ceoaBT,, 1977). W3 72 geten c nerovHon #
cMEewanHON ®OpMaMU MYXOBHUCUKO3a YgOBNETBOPHUTENbHOE cocToanue Guno
y 22 6onbHux, cpegue-Ttawenoe y 33 n y 17 - takenoe (A .0 HepeTuna
¢ coabT., 1990). Y 60nbHHX C YygOBNETBOPUTENLHBM COCTOAHMEM XNOpPU-
I8 nota paBhanucb 77,5+3,2 Mmmonn/n, co cpegHe-Taxenwsm - 119,3+10,6
m c taxenuMm - 159,2+5,6 mMonb/n (B.A.NnatonoBa ¢ coaBT,., 1988). VY
6ONbHEX C BHPAMEHHQN HEgOCTATOYHOCTbKR NOgXEnypgOvHON Xeneilnw ypoBEHDb
Xnopugos nota paBHancs 103+20 mMons/n; y HonbHuEX C COXPAHHON PYHK ~
unen wenesw - 92+23 mmonb/n (Corkey et al., 1983).

HaM noxaszanocb MHTEPECHHBM NPOCHNEegNTb 3& TaKOW gHHAMHUKOW, K He Oor-
PaAaHM4YNBWNCH TONbKO NapaMeTpaMiu NOTOBOW KULZKOCTH, HO W pacumpmue no-
HCK ¢ NpuBREYeHNEeM HEeROTOPHX TECTOB, OTPAaXAWWNUX Pa3NniHbe 3BeHbA
natTorenesa myxoBHcungosa AN CONPAXEHHHX ¢ HUMM,

ConocTaBnenne KOHUEHTPALMH XNOPHROB NOTa y HONMbHHX C NEeTanbHbLM
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ucxogom (135,8+8,6 mmonn/n) co cpegnum cogepwanmem snekTpoAuTa y
6ONbHBX MYKOBMCUHZO3OM (114 ,8+4,4) ROKa3an0 CTATHCTHMECKM 3IHAYN—
moe pa3nuvne (p<0,02). Cpegnue ypoBRW XNOPUgOB NOTa UMENM TEHgeH—
uni Kk NOHNMENNN B 33ABHCUMOCTHM OT THAMECTH COCTORAHMSN: Y EONbBHEX C
TSHeNnsM Teuwennem Gonesnn - 122+8,6, co cpegHe-Taxenom - 86,4+4,8
(p<0,001) n ¢ nerxum — 75 ,96+6,7 Mmonb/n. Ananorwunas TeHgenunn
NPOCNEXHBAETCR W B rpynnax GONbHHX C HanMYMEM WM OTCYyTcTBHeM del
F508: npn roMo3MroTHOM COCTORHUM nNO A2AHHON MyTauUMK XNOPHgH NOTa
coctaBunn 124 ,3+12,4, npn retepo3uroTrHoMm - 108,1+8,1, npu oTcyr-
cTBHN HacToawen geneumn - 81,95+5,3 mmonb/n (pa3nvua ¢ nepsBon »n
BTOPON TpPynnamMu CTRATHCTHHECK#H Aocroaepna: p<0.,01 » <0,02 cooTBEeT~
cTBenno). flpn NOBTOPHEX MCCNEROBaHMAX YPOBHA XNOPUZOB NOTA MW OT-—
METHAN YMEHbUWEeHne ero KOHUEHTPAUWUNW B OTaneHHHuX CPOoKkaX HabnwgeHunsn
(76,5+2,8; pP<O,001). 370 MOoxeT HHTbL CBR3IAHO W C >3NAMUHAUNEN OHEHDb
TARENHEX HOABHHX W C YNYHWEHUWEM KNNHWUYECKOro COCTORHMUA,

Bnnanne del F508 nam yganocb npocneguTb M Ha Takonm nokasaTtensb,
KaKk ypoBEeHb CaTypauMn remornobmHa, KOTOpbM 6w Xywe y B0AbHBX C
Hanuunem gannon mytaumn (Tabn 3.1.).

Tabnnua 8.1.

Noxazatenn Sg02 y Gonbrux C Hann4vnem # 6e3 geneuunn F508

Fpynnu Cogepwanne 5a02 (%)
GonbHBx
RO HATPY3kHM Noporoeas narpyska [flocne Harpyakn

€ del F508 95,25+0,52 89,88+0,75 96,086+0, 36

n=16 P1¢0,001 P1<0,001
bea del F508 96,2+0,36 92,7+0, 46 97,2+0,44

n=35 P1<0,001 P1<0,001

P2<0,01
Pl - cpaBhenne B npegenax OgHON rpynnu ZO, BO BpeMsa W nocne

Harpyaxwu,

P2 - cpaBheHnne Mexgy Tpynnamn,
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Kax BugHOo n3 Tabnaunuw 3,1_ B CpPaBHHBAaEeMBX Tpynnax GOAbHBR OTMe-
yaeTCA AHANOTrM4YHARA TEHZEHUHS M3IMEHEeHWR, OgHAKO NPU Hannyuu del
F503 umeeT MecTo 6Gonee rnayboKOE HapYWeHWe CTENEeHKH HACBWEHHR KPOBH
6ONBHEX KNCAOPOsOM, OCOBEHHO hHa YpoBHe CY6noporcBOM Harpysku, Cne-
fOBATENLHO, Yy 3THX GONbHHX KOMNEHCATOPHWE BO3IMOXKHOCTH AHXATENbHON
CHCTEeMbn CHUMEHB Honee 3HAYUTENbHO,

Hannuue del F508 Takxwe oxa3nBaeT BIAWAHNE HA COCTORAHME BA3KOCTH
MOKPOTH: Y TFOMO3NTOT NO fAHHOR MyTaunn CPegHMM NOKa3zaTenb BA3IKOC-—
TH 6un pabeH 3,4+0, 45 MM, , y reteposunror - 5,7+0,49 (p<O0,01) n y
6onbHnx 6e3 geneuun - 8,8+0,61 mm, (p<O,001).

KoHuenTpauna XnNOopHgOB CHNHN Takme MEHRaNnacb B CTOPOHY NOHNUNWEHHR
B 3aBNCHMOCTHM OT CTENEeHH TawecTu: npun TakenoMm tedenun — 23, ,7+4 .2
mmons/n, npn cpegne-Takenom - 16,5+2,9 (p»0,05) »n npu nerxom -
14,7+1,6 (p=0,05). KoppenaunoHHbi anNanu3 nokaslan NPAMYKw CBR3b NO-—
xazaTenen xnopugoB nota u cawuw (r=0,51; p<0,01). AHANOru4HO MEHA-
nMCB M gPYTHe NOKa3aTeNu, XapakTepu3ywune ¢YHKUMOHUPOBaAHUE ;nwn—
Hox wenes (Taén.8.2.).

TaGanua 8.2.

NapaMeTpn gEeRTEeNbHOCTH CNNHHBX wened y GO0NbHEX MYrOBUCUMJOIOM

B 3aBHCHMMOCTH OT CTEeneHn TaxecTH

NNapameTpn

Fpynnw 6onbrux

. Cxopoctb cannsBaunn (ma/mun)| BasxocTo (eg)
Taxenoe TeueHne 0,17+0,05 4,2+0,6
P2<0,01
CpegHe~Taxenoe 0,24+0,08 2,5+0,55
. P1<0,05
Nlerxoe Tevenne 0,38+0,12 1,8+0,35
Pl - nokxaszaTenb pa3nnub Yy HO0NbHEX C NEerkuM W cpegHe—-TAaXenum
TeveHnneMm

P2 - noxa3saTtens Pa3nnub y OONbLHEX C NEerKkum "W TAXenuM TeveHnem
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FesynbTaT KOPPENAUMOHHOTO @HAMN3A NOKA3RN CHABHYN CBA3b Mex gy
CXOpPOCTbK CEeKpeuun CNHHbH, €& BA3KOCTbK W CTEREHbR TAXEeCTH 3abone-
Banns (r=1,0).

COCTORHNE QYHKUWM NOAXKENY[OHHOW XENne3b MOKXHO ONpPegennTb cekpe-
TUH-XONEUNCTOXMHRMHOBON nNpo6om, KOTOPA®R NO3BONAET pa3igennTb EONbHBLX
Cc coxpanennem Honee 10% S5K30KPHHHOM @YHKUHM, C COXPIHEHHEM 1—10%
n menee 1%. Y T79% 60nbHBX MYKOBHCUWLO3OM NONHOCTbLR OTcyTCTéoaana
cexpeuns TpuncuHa; Hanbonee COXPaHHOR BbNa @YHKUWMR Yy Manb4YuKOB
mMnagwero Bo3pacTta (Santini et al., 1985; Davidson et al., 1986;
Henker et al., 1987). AnanornunuoM 06pa3oM TaxecTb COCTORHMA 6ONb-
HBX MyKOBHCLRHJZO3OM, CBR3IAHHAN C HAPYWeHMEM GYHKUWUK NeveHn, MmoxeT
oTpaxaTb nccnegobBaune grcannngemun (H 10 Kawnpcran, 1991).

Cpegn 51 6onbhHoro, ob6cnepOBAHHOrO C NOMOWbK YNbTPai3IBYyXOBOrO
cCxaHnnpoBaHn®f, y 21 naunmerTa C NerKnM TeueHneM MyXxoBHcungo3a y 4
BHABNEHHE NPH3HAKMW XONEUNCTHTa, Yy 2-X NOBHUWEHHHWN FXOCUTHAN nNogxe-
nygovMHON wenesw m y 5-Tu npm3naxm xpoHuweckoro renatuta; y 19-Tu

6onbHBX CO cpegHe~TaNKeNnbM TeHeHHeM XoneuncTuT onpegenex y 5-1u

)
XaMHN MENHHOTro Ny3ups y 2-X, NOBLHWEHHE 3XOTEHHOCTH NOAKENYgONHON
meheaa y é—mu_ XPOHMNECKNN renaTnT y 11-TH M KNCTH NOLKENYLROHHORN
Nenesw y 3-X; n y 11-Tn 60AbHBR C TRAXENHM TeveHuem XONEeUuncCTHT Bo-
ABNEeH y 4-X, XONeninTnas y OgHOTO, NOBLWEHHE NNOTHOCTH nonmenygbw—
HOW Wene3w y 8-MM, XPOHHNECKMN TEenaTnT y 7-M M KNUCTH NOgKENygou-—
Hon xeneaw y 2-x &onbHbx, Takum oEpa3oMm, npu JEHHOM o6cnegoBaHuM
NPOCNEeNNBARETCH TEeHZeHUHA K NOBHWEHWN HAaCTOTH ODHAPYXEHHUK] NO Mepe
YyTAXENeHn] npouecca Takux NPH3HARKOB, KaK XKPOHUYECKHN TenaTuT, HOo-—
nennTnal, YynnNOTHEHHE NOgXENY gOHHON XKEeNe3n W HAJNNUNE B HER KNUCT,
AHanna 3X0CHMNTOMOB B 3aBUCHUMOCTH OT BO3PACTA GONbHHX 3IHAYH-
TeNbHBX TEeHJeHUWN He BLRBMA, 3a HCKNWNYEHMWEeM HacTOTH ODHAPYHKEHUS

KRCT nOAmenynownoh Henesn, H4TO MONEeT OuTb CBR3AHO C HAapacTaHnem

npoueccos nunomaTo3a y 60onbHBX CcTapwero bospacta (Ta6n 8.3.).
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TaSnuua 3.3,
YacToTa 3XONPM3IHAKOB y HO0MbHBX MYXOBUCUMZO3IOM PA3AUYHOTO

BO3pacTa

BospacT

Npnanaxku
1-3 r.|3-5 n_}5-7 n.17-13 n.{13-15 n.|Bapocnne

n=9 a=1l |n=12 n=11 n=4 n=4
XoneunctnTr 1 2 1 5 1 1
XonennTtnas - - 1 1 1 ‘-

Ynnotuenne

pancreas 7 3 3 4 - 1
Knctw pancreas 3 1 1 - - -
YnnoTHeunne

neveHu 4 3 7 5 2 2

W.B . CnoBowxanknn ¢ coaBT,.(1987) yctaHOoBrAM HEOZHO3IHAHYHOCTL H3IMEe-
Hennn Ig B 33BUCHMMOCTM OT TeHeHNN MYKoBACUMgO3a, Tak, C yTsxeneHu-—
em TewveHna HOne3nn Hucno 6onbHbX C Sonee Bncokum cogepwannem Igh
v G yBennuuBanocb M Hanbonee OTHETNANBO NPORBIARNOQChH NPU TRAKENOM Te-
HeHnn bonesnHun. Y 6onbunHCTBa GONLHHX OTMEXaNOCb BHCOKOE COgepXa-—
Hue Igh. C gpyrom CTOPOHH KaKOM-THEO B3aMMCCBA3M TAKUX UMMYNONO-
THHeckux napameTpoB kak abCconwTHOE cogepxaHne CyGNONynaunn AuMeo-—
UWTOB C NPOJONKNTENBHOCTbK 6ONE3HN N gPYTUMM KJTHHUYECKMUMU gaHHBMKU
yctanoeneno He 6wmno (Smith et al., 1987).

Ananna Taxux noxasartenen, kax ypoeun UMK »n HCT-TtecTa, noxaszan
X rpagaunk B 3aBUCHMOCTH OT CTeneHn TaxecTn, Tak, cPegHun ypoBehb
UMK npu Taxenom Tevennem MykoBUCUMgO03a 6w paben 140,82+23,6 erx.,
npn cpegHe-Taxenom - 63,78+11,0 (p<0,01) u npu nerxom - $1,27+5,1
eg,(p<0,001),.CpenHMe noxasatenn HCT-TecTa Benn ¢e69 chTBeTCTBeH—
HO: 26,83+2,2%; 14,18+1,6 (p<0,001) u 9,29+1,07 (p<0,001 n p<0,02).
ConocTaBnenne yrxasannwx noxasarene# Yy 60nbHbx ¢ n 6e3 Hannuuna del
F508 noxazano ysennuenne UUK y obrnagatenmen gaHnon myTauum 38,3+9,9
€x., B rpynne cpasnenns - 64,5+12,1 eg.(p<0,05); ypoeenb HCT-Tec-

Ta Takxe 6un yBennuew go 12,8% no cpaBHennw ¢ HGonbHuMKu Ee3 MyTa-—
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uun - 11,9%, OgHAKO Pa3IHMUA CTATHCTHHECKH HExOCTOBEPHA. Takan 3a-
KONOMEPHOCTh RBAAETCHA OTPANEHHWEeM NPOUCKOgRUMX B OPrannime 6onbHEX
MYKOBHCUNJO30M 6ONEe WM MEeHEee NPOJONKUTENbHEX W CHABHEX AggNTHB-
HBX BO3gJENCTBHI HA MMMYHOKOMNETEHTHYWw CcucTeMy. YBpennyienne KOHUEH-—
Tpaunn WK B kxpoBn HO0ALHHX NPAMO KOPPENHPOBANO C NOBHWEHUEM Igh »n
IgG (r=0,648, p<0,001 n r=0,523, p<0,02 cooTBEeTCTBEHHO), H Takxe
6nna obHapyxeHa O6PaATHaR B3AWMOCBA3b C NOHWKEHHWM YPOBHEM TeuT-
AuMeounTOB, B TO We BpemMAa BAAHNA CTENEeHM TawecTn 3aboneBanna Ha
cpegHne YpoBHW xomnnementa no yposuw CH 50 oTmeTnTb He yganoch:
42,28+3,1; 45,65+2,0 n 42,59+1,4 eg. NNo-BugnMoOMy, KOMNNEMEHT He
MrpaeT 3IAMEeTHON pONM B NATOreHe3le.MYXoBMCUNO3a, & CKOpee BohNONHRA-
€T CHIMHHYTHHE 3agaynm B npoueccax caHoreHesa,

Kakx yrxa3swppanocb Bnwe, OfHWM M3 PE3IynuTHPYWWNX TECTOB, yKa3nBa-—
KIlMX HA MIMEHEeHHWR B OPOHXONEro4YHOM annapaTe, B YACTHOCTHM HA Hapy-
WeHNEe MYyKOUWTHAPHOTO KAMPEeHCa, ABAAETCA CaxXapMHOBHI TE&CT, KOTOpH#H
CYWeCTBEHHO 3aMegnAncs y HONbHBX MYKQBUCUMIO3OM NO CPABHERHN CO
IfOPOBHMH W 60NbHLMK GPOHXHTOM, flonwTKa nNpPoCne g uTb COCTORHWE gHC—
nopun cekpeTa C NOMOWbK JAHHOTO METOga y OOABRBX MYKOBHUCUMZO3OM B

32BMCHMOCTH OT TaAXEeCTH 3aboNepaHnna nokasana 4HeTKkne pas3nnynn, Tak,
Yy Tamenax 6O0NbHHX CpegHee BpeMR TecTa cocTaBuno 36,64+2,1 Mun, uto
NpuéIMKaeTCR K UNOPAM, NONYYESHRHHM Y GONbHEX C NEPBMHHOWN UNAMAPHON
gnckuuesnen (Canciani et al., 1988). Npu cpeguen TamecTn 3abonepa-
HHA CaxapHHOBHW TecT okaszanca paBubM 21,4+40,65 (p<O,001). Euwe 6o-
€eeé XOpOoTKMM OKa3anocb BpeMa y OONbHBX C nerxum Tevennem - 15 8+
0,52 MUH, NTO CymecTBEHHO OTAM4ANOCbL HE TOAbBKO OT rpynno Taxenax,
HO W cpegHe-Taxenwx GonbHbex (p<0,001).

Ananornunnme PE€3ynbTaTh NONYHEHH NP ananunse nccnegOBainNng BRA3 -~

KOCTH MOXPOTH HONbHHX: nNpun TaAxenoM Tewennn - 3,88+0,33 mm. npu

cpegHe Taxenom - 6,88+0,24 MM, (p<O,001) n npu nerxom - 10,79+0,51

(p<0,001).



168
Monyuns Takne pe3ynbTaTw, Mw MOrfiM a priori npegcTaBuTb cebte
PAa3NMYNA M napaMeTpoOB, XaPaKTEPH3YHWNXN GYHKULUWOHINbBHOE COCTORHKE
XKapgnoOpPecnHpaToOpHON!t CHCTeMb, AHARIN3 NOKA3ZATENEn NYyNbCOKCHMETPphH
nogTeepgna Hawn oxngauum (Tadbn . 38.4.).
TaGanua 8.4.
fToxazaTenn 53802 y 60OAbHEX MYKOBHCUMZO3OM B 3IABUCUMOCTHU OT

cTeneHn TaxecTn (%)

Ypoeenub Sal2
Fpynno 6onbHBOX
Ao narpysxun (lloporoesas nHarpy3ska |llocne narpyskn
Tanenoe Teuve- 94,2+1,0 89,9+1,07 95,3+0,7
Hue P1<0,01
Cpegnen TaxecTn 95,9+0, 48 90,88+0,65 96,8+0,36
P1<0,001
llerxoe Tevenne 94,9+0,39 93,6+0,87 97,6+0,17
P2<0,001 P3<0,01
P3<0,001 P4<0,001
Pl - noxazaTenb pa3annubs y 60ONbHBX g0 M NpH NOPOroBOM HATrpy3ke
P2 - noxazaTenb pa3snnub y TAXeIwX W CpegHEe—~TaRenox 6ONbHHX
P3 - noxasaTenb pa3Huub Yy TawNenbX WM NEerkmx 60NbHuX
P4 - noxasaTtenb pasnuum y 6ONbHLX NpPH NOPOTrOBOW HATPy3ke M nocne

W3 Tabnunubm BugHO, 4TO BO BCex Fpynnax 6oNbHYX COXpaHAeTCs Bbi-
ABNIEHHAR HAMW paHee TEeHZEeHUMA X SXOHROMHU3AUMK KHCIOpOga NPWM GU3N-~-
HeCKkOn Harpyske. OgHaxo 3TO 6bn0 HANGEONEE BLPaIMEHO NPHU TAKENOM U
CpegHe-TsxenoM Tevennn 3abonesannna. lipn 3TOM B yka3aHHBX rpynnax
BONbHBEX HA BHCOTE HATPy3KM CATypauus remo;no6uua onycxahacu Huxe
HOPME, Ha TO, 4TO y 6ONMbHHX C Nerkmm TeveHnneM MEXAHUIMH KOMNeHca-
Unn obecneynBawT OCTATONHHI 6aNaHC KHCNOPOga B OPraHW3IMe, CBUge-
TenscTeyeT n Gonee BLCOKMN ypoaénb nprpocTta Sa(2 nocne ousuuveckon
Harpyskun, MokasaTenn rpagMenNTa M3IMEHEHHS OKCHIEHAUMM NPH CPaBHe-
HUY MCXOJHOTO YPOBHA M HA BLCOTE HATPY3KH Yy GONbHBAY C TAKENHM Te-—
HeHnnem 3aboneBanunsn paBranca -4,3+0,9 ycn.eg. # CYWecTBEeHHO He OT-

MTUHANCA OT TPYynNnNn cpegHe-TaXenuwx SONbHLX - -5,06+0,63. Ho gocto-
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BepHOe OTAnuYMe 6mno NOAyweHo C Tpynnon 60”bHH£ C NerkuMm TeveHuem
(-3,5+0,39 ycn. eg.;p<0,095).

HeocnopuM TOT ®axT, 4TO HAPYWeHNA B guXaTeNbHOW W NAUEBApPHTEnb-—
HOW cHcTeMax y 6ONLHBX MYKOBUCUMIO3OM CKA3HBANTCR Ha H3IMEHEHURAX
HananHca IHEPrun B OPrann3me. CONPANEHHHMM C 3TUMKH HRPYWEHUAMH AB-—
NANTCA ANCOYHKUMN geATENbHOCTH HEKOTOPBX TOPMOHanbHbuX chcTem, llo-
NHTKR NpPoOCAegMTb 33 TakOBHMH NOKAa3ana, 4TO gucbananHc B pefRTeNlbHOC-
TH WMTOBMHOM Xene3n 3aBHCUT OT CTENeHu TARECTH MYkoBHCUMpO3a: ec-—
nn cpegnuni ypoBenb T3 y BOMbHEX ¢ TAMENoM Tevenuem 60ne3nn Hun pa-
Ben 1,22+0,04 numonn/n, TO y GONbHHX CO CpegHEe-TaAXKEnNuM TeveHnem OH
6un pasen 1,39+0,069 (p<0,05), a y NAauUMEHTOB C JNE€TKUM TeueHuem -
1,54+0,07 (p<0,001). B 3aBuCHMOCTH OT CTENEHN TAKECTH MEHANCH U
ypoBetb T4: npu Taxenom Tevennn - 62,5+4,0 nwmonw/n, npu cpegne-
TaxenoMm -~ 82 55+18,7 u npu nerxom — 131,75+7,88 (p<0,001 u <0 ,05).
Menee 3Ha4YNMO MeHancs cpegHun yposBenb TTI: 12,11+3,1, 6,6+2,14
7,15+0,64 mU/1l.

Takum o6pa3oM, NONYHYEHHBWN HAMM pPaHee BLBOL O PA3IBNTAN Y HOnbHBH
MYKOBHCUN fO30OM GMOXNMNUHECKOrO FMNOTHPEO3a C UEeNbw COXPAHWTb COOT-—
BeTCTBywuUNnn 3aboneBaHnw IHepreTuiecknn 6ananHc OpPraHu3IMa, Hawen
nNogKkpenneHne nNpum N3IyHeHnmn 3aBNCHUMOCTH GYHKUMOHANBLHOIO COCTORHMSA
WUTOBHIHOR Mene3w OT CTEeneHn TAKECTH MyXKOoBMCuUMgO03a,

bonee Ttoro, ananorunynwm cbpalom BegyT cebs u gpyrue ropMOHanb-—
Hoe perynatopw, Tak Hanpumep, COOTBETCTBEHHO THAMECTH COCTORHHA MY-
KOBHCUMJO3a MIMENANCH YPOBEeHb ropMoHa pocTa oT 2,9+1,1 Wr/mn npn
Takenom teuvenHun go 5 ,6+1,3 npn cpegue-Taxenom n go 6,97+0,5 Hr/mn
npu nerxom (p<0 ,Dl1)., 3T ypoBHW XOpoOWO XOpPPEenWpoBann C RHTPONOMET-
PHHeck UMK noxka3aTenaMn B YyKAa3ZaHHBX TPynnax 60NbHBX,

B cooreercTeBynmen rnaBe Mb yxaswBanum Ha 3agEpPXKy NONOBOroO pai-
BATHR GONbHHX MYKOBHCUMZO3OM. W 5TO NONOMEHME HAWNC OTPAKEHUE B

napaMmMeTpuHecknx noKkaslaTtenax: ecnn y 6O0NbHBX gEeBOMEK C TRKENbM U



170
cpegHe-TAKENHM TEYeHWeM MYKOBHCUMZO3a CPEgHAR KOHUEHTPaumsa 3cTpa-
gnona cocrtabuna 1272,15+202,8 umonn/n, TO nNpn Nerxom TeHEeHMHW 3TOT
ypoBeHb 6nn pabBed 639,17+74,8 (p<0,05). XoTsa, xak yKka3wbaloCb BuH-—
we, B obwen rpynne 6ONbHEX COgepXaHne 3CTpaguona yknajguBanacb B
npegeno HOPpMa,

OgHUM M3 nocnegHMX JOCTHXREHWH B OENACTH IHJOKPUHONOT KK ABUAOCDH
yCTaHOBNEHNE HOBOM TPaHM OYHKUMM NPONAKTHHA kak Pperynatopa cerpe-
UMM noToBHX Wwene3, W ecnm, xak HaM yganocCb YCTRHOBMUTb, YPOB&Hb
XNOPWZOB NOTA MEHAETCR B 3aBHCUMOCTH OT TaXecTh MyxoBUCUWgO3a, TO
npegcTaBnANOCh BeCbMa MHTEpPEeCHHM npocnegnTb 3a TRKOBOM XE& TEeHJEH-—
UMEen CcO CTOPOHH JAHHOTO TOpPMOHA. kax noxasann pesynbTaTh, Haunbonee
BHCOK M ypoBenb [ oxasanca y Tawmenwx BonbHbx - 419,9+14,1 mU/ml,
HyTb MEeHbWHM — B rpynne 60nbHHX CO cpegHen TaxecTbh - 408,5+18,5,
n cywecTsenHHo 6onee wn3xuh npu nerxom Tedenwnn - 351,3+19,7 (no-
xazaTens pa3nMuYKA P C NEpPBON W BTOPON Trpynnamu 6oAbHExX - <0,02
<0,05 cooTBeTCTBEHHO).

Takxum o6pa3oM, HaMm yganocCb NONYHHUTb JOKA3ATENbCTBO TOro oaKkTa,
noiemMy KOHUEHTPAUUR XNOPULOB NOTa MEHAETCR B 3aBMUCHMOCTH OT CTe-
NEHH TAXECTN MYKROBHCUNgO3a, A BCe OCTanbHHE HCCNEepOBaNMf] B COBO-—
KYNHOCTH NO3BONAWT TOBOPMTb, 4TO NPH MYKOBUCUNMJO3E NPOUCROLAT BTO-
PAYHHE YHHBEPCANbHHE W3IMEHENHA PerynfaTOPHBX CUCTEM OPraHniMa, xo-
TOPHE HOCAT NpucnocotnTensHbn xXapakTtep, no3sonswwnn Sonbwomy B 3a-
BUCHMOCTH OT IreHO— W ®eroTHna obecneunBaTb onpeaeﬁeﬁnuh YypPOBEHD

afaNTauUMn N KHIHELEeATEeNnbHOCTH,
8.2. OBonuns Myxosucungosa

B rnase II mm npuBenu pacnpegenenne S0NbHbX NO oopMaM 3abone-—
BaHnfA, OroBOPHMBUHCH, OfHAKO, HTO Tak 6BAO HA MOMENT HANUCARHHUSA
XaHHOR paboTw. W 3TO He cny4amHo, NOCKONbKY MHOTONETHHM ONWT Hab-—

nwgennna 3a 6o0nbHbMH Myxopnrcuwngosom )’6&5”71 HAC B OTHOCHNTENbHOCTH
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takoro genewns. Hanpumep, y 18 60nbrRbEX B MOMEHT NOCTAHOBKW UM gH-
arHo3a 6mna KAMHHHECKAN KapTHHA PecnhpaTopHON ®OPMb, OfHAKO 4H4epes
HexoTOopoe BPpeMa (BCRAKMW pa3 3TO 6bBAO0 CTPOTO WHINMBHIYANBHO) Y Q-1
NORBHANCE NPH3IHAKH NOPANEHMA NHUEBAPUTENBHOW CHCTEeMd W 3HavuT Ho-
ne3HL TPaHCGOPMUPOBANACh B CMEWMAHRYW @OpMY; Yy gpyrux 9-Tu B aTu-
nuuryn, W3 11 6onbHBX C KHWEHHON oopMmon y B-Tn npon3owna TPaHCQOpP-—
MaUM® B CMemaHHy® n y 5-Tn B aTnnnunyw. W, Hakoneu, y 6-Tn 60nb-
HBX CO CMEWaHHOW ¢OPMOWM NPH NOCTAHOBKE pHMATHO3A KIMHNYECKaR kap-
THHA M3MEHMNACb B CTOPOHY aTHNHHHOM @OpMm Y 5-Tn U B KHWEHHYN Y
ognoro. Takmm ob6pa3om, eclin W3 BCEro konuuvectea Habrwgaembxr 173
GONbHBX MCKANYNTL ge€Ten nepBsoro rbaa MH3HW, Y KOTOPhBX Mb €ue He
MOXEeM OXWUgaTb CYWECTBEHHOTrO MIMEHEHWA KNMHMKW, TO TRaHCcoOpMauus
KANHRYECKMX @OPM MYKOBWCURjO3a nponcxognT y 28,9% (35 Gonbumx).

CnegoBaTenbhd, 3TO NPMBEno Hac K ybewmgeHnw 06 YCNOBHOCTH gene-
HHA MyKkoBMCUMO3a Ha ¢opmn, Deaycnoeno, Takxoe genenne neobrogumo
A Bpaua gNA NOCTPOEHMR TEpaneBTHHEeCKON TakTHKkn Ha baukanwee Bpe-
MR, HO gNR ONpPejgeneHna CTPATernn NevYerRns Ha bonee oOTganeHrBn nepu-
ox 3a4acTyw He nmeeT cmucna., K >Tomy HanpawnBaeTcs W gFYTOW BHBBOJZ
OTHOCHTENbHO £EeCcnOoNe3HOCTH BhgeleHnns HOAbWOT O KONnYecTBa GOPM, Kak
HanpuMmep "cenTukonogobrnaa'", "xonmanTtonmgHamr",K '"gucTpoonveckasn' n
T.n, B garHOM Cny4vae NpakTHHECKNN CMBCHT MMeeT BRYNEHEHWE CHHIPOMOB,
K TOMY He 4HacCcTO NPOTEeKawwWnX HEenpojoOnNkKUTEenbHOoe BpeMfl: TpygHo cebe

npeagcTaBnTb, K nNpunMepy, NOCTOAHHOE MW NNTENbHOE TeveHne 'cenTtn-

xonogobnon" o¢opmu,

Kak yxaawBanocb Bbile, C BO3PaACTOM KNHHMHECKAR KAPTHHA MYyKOBUC-
Uunro3a MeHgeTcR 6o0NbWwe B CTOPOHY YNYyHUWEHWA COCTORHMA, CrNaMUBaHNR
Paga cumnTomoB. DgHako, He cnegyeT TrOBOPHTb © KapgUHANbHBX M3IMEHe-
HUAX KNTMHRKKH, CKkOpee pevb ngeT O CMeHe akUueHTOB, W nogTBepkgeHnem

|

TOMY RBUNICR CPARBHUTENbHLMN AHANKU3 HEexoTOopBX HCcCnegyembX napamMeTposB,

Oghako npewxge Bcero, Mo npocnegunau 4acTOTy BCTPENAEMOCTH paga
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OCHOBHEBX CHMNRTOMOB MnyBMCHHnOBa B pPa3ninvdHoX BO3PACTHBX rpynnax

GonbHBEX, KOTOPaa nNpejxcTaBiéeHa B Ta6n.8.5.

Tatnnua 8.5.
YacTOTa KAWHWHYECKMX CHMOTOMOB B PAa3/MYHLX BO3PacCTHBX rpynnax

DONBHBEX MYKOBUHCUWIO3IOM

BozpacTHbe rpynnu

CuMnTOMB
fo roga|1-3 r.13-7 n.|7-12 n, 112~14 n_ |Bapocnue
n=5 n=10 n=29 n=48 n=11 n=22

Kawens:
BIAMH b 3 10 18
cyxon - 3
nokawnnpanue 1 3

KpoBoxapxaHnbe -

RevopMauns -

rpygHO® KneTk#n

deoopmaunn -
nanrbues

AnnetnT:
xopownn 1 8 7 10 1
CHUXEHHbN - 1

Ctyn:
KHUPHBNI 3 10
KU LK NN 3 1
3anopy - -

Prolaps recti

YBennvyenne wxun-

BOTA ,METEOPH3IM

Boan B muBOTE

Cnugpom cone-

Horo GonbHOTO

Konnanc

£ W o>

[y
SN ]
N> J WO

|
(4] M=+ WO
4

w | >
[35] w o
NW OND |- W w
D

- 3 - - 3%

w > -
- 0 1 DA | o> I w

N NN O N N |

[\~
|

™
|
i
i

Kax cnegyeTr na 71abn.8.5.c BO3pACTOM NPONCXOLNT YyMeHbweHue ygenb-
HOM gONW BRANHOTO KAWNR W YBENMHEHMe KaWwlna CYXOTO M NOXAWIUBAHUR,
ObvacHuTLE 3TO MOKHO TeM, HMTO C BO3PACTOM YNYy4WaKwTCR BOIMONHOCTH
NpOBEegeHNA MHTANRUNOHHOM TEPanNun W NOCTYPANbHOTC gPEeHaXa, & TRKXEe
BONEBOTO YNPaBNEHWA MEXAHNKOW gbxaHna, [OsBAEHNEe TaKOro OCHNORHEe—
HHA, KaX TeMOoTH3 ABNAETCH NEevannHOM NPUBMNErnen CTapwero BO3Ipac-
Ta, 4TO, NO-BHIMMOMY,K CBR3AHO C HapacTaHMEM geCprkTﬁBHux n3mene-
HH# B GPOHXONEr oMHOM annapaTe, YMeHbWeHHWEe ¢ BO3IPACTOM HacTOThH WHP-—

HOro CTyna, MeTeopuiIMa ® BbNageHna NPAMOM KWWKW CKkOpee BCero cCBfA-
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3aHO C AgNUTENbHBM npoBegeHueM 3aMecTHTenuHon Tepannyu eepmenHTamu,
C BO3pacTOM Yy BONbHHX MYKOBMCUMLO3OM ynyHWaeTcR BO3IMOKHOCTSB camo-—
perynauun notpebnenns noBapeHHON CONKM C nuuwen, I3TO, a TaKkxe NOBH-
WeHue XKOMNencaTOPHHX BO3IMOKHOCTEW Peryinfumn 3NEeKTPOAUTHOTO o6Mmena
NpMogHT K HMCHE3IHOBEHHNW C BO3IPACTOM TAKOro CHHAPOMA, KaK CKIOHHOCTDL
K konnancy.

AaBHO YCTaAHOBNEHHHM aBNRETCA HeKOTOpOe noBbWEHHE YPOBHA XNOpn-
ZOB NOTa C BO3PAcTOM y 3g0poBLX nwgen, Tem Gonee nam 6uno nHTEepec-
HO OTMETHTbL TaKOM ®akT, 4To y HablwgaeMwBX Hamn HO0AbHBX gaHHOW 3a-
KOHOMEPHOCTH OTMETHMTb He yganocCb, HanNpoTWMB y B3pOcnux 6O0MbHEX YypoO-
BeHb XNOPHAOB NOTa ©KAa3aNcR CYWeCTBEHHO HUKe cpegHEen xoHUueHTpauun
Bo Bcew rpynne 6onbHbx: 84,6+6,7 npoTtus 114,8+4,4 mmonb/n (p<0,01)

Npy W3yHeHWn RAPAKTEPHCTUK COCTABa CAWHH MbB NONy4YHnn pe3ynibTa-
T, CBMgZeTenncTBYWWHWE O N3IMEHEHHH NnapamMeTpoB B 3aBUCHMMOCTH OT BO3-
pacta (Taén . 8.6.). Npu 3TOoM HeoHXOZMMO YNOMRHYTb, HTO BCEe NapameT-
Ph CYymecTBEHHO NPEeBOCXOgMNTH HOPMATHBHHE 3HAMEHWR JNA Kamgon BO3-—
pacTHO®W rpynno,

Tabanua 8.6.

N3Menenne XapakTepucTHUK CNwMHBR B 3aBUCHMOCTH OT BO3pacTa

BoapacTHbe XaparTepucTnin
rpynnuo
CxopocTb canunsBauunm BasxocTh Xnopuguo
(Mn/mMun) (ex.) (mmons/n)
oT 1 go 3 ner 0,10+40,04 2,00+0, 26 14,5+1,3
4 - 7 nert Q.20+0,03 2,65+0,28 15,7+1,8
8 - 15 nert 0,33+0,02 2,87+0, 44 17,9+2,2

Bowe 6nn0 noxaszaHGC, MTO HEKOTOPbHE NapaMeTPh MMMYHHOT O cTaTyca
OPraHNmnaMa GONMbHBX MYKOBMCULUWNZO3OM BegyT cebm HeOgHO3HAYHO, NosToMmy
MbB NpoBenn aHann3 6cnee 3HAMUMBX XAapPakTEepPHCTHK B BO3PACTHOM acnek-

Te. Ananns BO3PACTHBX HW3IMEHEeNNH MECTHOT o PMMYHRTETa nNoKkalian OogHO-
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FHEMHYN TEHGEHUMN TOEbUEH R N OHUSRTEEUMEN WMMYROTTOOYTHNOE A kTa&nu
8.7.0.
Tagnwya 3.7.
KoruerTpaun| WMMYHOrTTaB Yy TMHOB & poTorquGHﬁom CeNeTE Yy oMo~

MbiN MYROBMCOUWMaO30M &3 MMM H BN BOZTRACTHBIN TOyO0 (r/ /7

FErynast KonuerTpauurs Ig
ogCcmEeEgoEaN — - -
MBI SIlgh Ighk 1g5

1-3 r. 4-15 7. 1-3 r. 415 7n. -3 r. G-15 m.

Bgapusﬁe 0,241+{ 0,567+ G,132+ O,1a0+ 10,043+ 0,37+
0,025 0,099 0,007 0,013 0,04 0,004

Gonprbe 0,37+ 0,631+ 0,257+ 0,477+ 0,04+ 10,034+

MyR GEMCUMaosom D ,035%1 0,00571 ©,0219%; 0,047 % O,037 (0,06

Xp 0,001
Taemuna 3.3.

Cogepnatmne S5a02 B pEETUHRLN BO3ZPRCTHBE MEYNTEN §OWDHBLIX

MyRGENMCRMAOTOM (%)

Mok asaTenn BospaCTHbE TEyTinb
Sa02
2o 3 met) 3-7 mer{ 7-13 wer 15-15 wer| Bipocmue
) =" =18 =23 =3 =11
Ao HErEyYsRN Fa, i+ P57+ 25,7+ EAPR-R TSt
1,07 0,28 0,78 D,71 0,258
a6, 05
NMoporoeaw 37,3+ 72,0+ 1,8+ 73,0+ Ph .2+
Har oy sy & 0,88 1,61 0,76 0,52 0,72
0,01
Mocne F3,.9+ A Y 94,3+ G&, 7+ 20,1+
HEPEYZSR 1 0,47 0,18 D, 42 0,91 0,31
o e, 05
Mp sTom condenTpaumns I1gh re ormuuanacn 0T HOFMbl. OpgH&EX G, WBMen-

MO MMMYHC/Y‘?TCIE!')"T(MHM KTMacca A MPPDE&NT OCCHMOBHYH OO MECTHONH T ik T,
CTI'E‘nCIE‘Eﬂ"('EWbHCI, BUSECT BOMBHEN HE GRESBIBIHET BITHMHHHURA HE (O0CTOoRAHE
MECTHOR IS TE Y GOTORbIN MY K OB CRMgOS oM.

MB'y'*-IE.‘HME QENTOLOE KTMETOMHOTO W PYMOEETRROTO UMMYNUWTETS NMOK &2 &

No TERAERUNN K NOEBELWERKI BO ECEM BOSHRCTHBN TRYyINay 10 CoaBEHEeHNN
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C HOpMO#, HO HE NO3BONWNO BHABUTL KAKUX-INEO CNEuNen4ecCrnx Cpbn-—
roe B rpynnax 60AbHEX pa3nnyuoro so3apacta (Taén.5.1. »n §5.2.).
CpapHeHmne cTenenu catypaumnn reMornobuHa Kncnopojsgom y SONbHBX
pa3nnyYHbBX BO3PACTHBX FPYNN NOKA3ano OZHOHANPABNEHHBE CIBHIH BO
BCcex rpynnax, NPH 3TOM CTATHCTHYECKH 3HaAuNMbeE pa3nnuuns énnn nony-
HeRb NMWlb B Irpynnax geTen PaHHero Bo3pacTa n B3pocnabx (Taén §.8.).
Bce pbme cka3aHHOe CBUgeTEeNbCcTBYeT 06 OfHOHANPABNEHHBX CaBHrax
B MMMYHHOW M gPYTrHMX CncTeMax GONbHbBX MyKOBMCUMWJO30OM HE 3aBUCHUMO OT
po3pacTta. Bce 3T0 cBA3aHO ¢ O6MHOCTLH naToreHesa 3ab0OnNeBaHU|] M OT-~
pPamaeT HecneuMouHeckyw PeaxuUnw OpraHniMa Ha OPOHXONYNLMOHANbHYN
nueexunw, NosTomy gaHube noxasaTeﬁu HEOGXOZNMMO PRCCMATPUBATbL Yy Kam-—
ZOro 607bHOTO B OTZ@RLHOCTH M B KOHKPETHOM CHUTYaUWH, KOrga BO3HMKA-
€T NOTPpebHOCTbh ONpejsennTbCa B CTENEeHK TANeCTH npouecca MU Ha OCHOBe

3TOr0O NPoON3BEeCTH BEBOOP TAKTHUKKN neuvenHns,
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rnasa IX
MCcCXoab MYrRosunwcpgmnaosa U BONDPDO C u A W C-
TAHCEPWSIAUYUWHKW B YyCcnosunwax nY nbhlhoOH 6 n 0-

rMmY¥ECKOFO UEHTPA
9.1. NcnxocounanbHoe acnexTw, ANCnancepniaung

Tpn XpoHnveckux sééonesanuﬁx M MHBaAnNMZHOCTH B geTcTBe Honbuwoe
3HAYEeHNEe nMeeT TPpeTHYHA®R NPOoOUNaAKTHKA, [puMepoM TakOBOW JONXKHA
CNy®nTb NOMOWb geTAM C MYKOBHCUHJO3OM, B 3Tnx cnyvaax neguaTp He-
ceT JONONHNTENbHYW OTBETCTBEHHOCTb 3a obecneveHune NOCTORHHON nopg-—
IepHkn HonbHoMy pebeHKY M 4NeRaM ero ceMmbi, nNOxBEPravuUnUxcs BO3-—
ZENCTBNI OTPHUARTENbLHHX COLMANDHHX, NCHXONOIMHECKUX W MATEPHANbHHEX
®aXTOpPOB, B TO Xe BpeMa OH gonken ybegnTb poguTenen, 4TO0 pebeHok
nony4aeT BCH HeobXxoghMmyw emy nomomb,. Tlockonbky pge€Tu C MykoBuCUM-
ZO30M 4HacTOo TPebYWT BHUMAHMR CNEUWNARNHCTOB M PA3NTNMHEX fONONHHUTENb-
HBX METOgZOB JEeHEHHA, TAKUX KaK NCHUXO— W TpYgoTepanmna, KOHCYynbTauunu
RO NWUTaHuK W gpyrue, negnaTp JONKEH WUrpaThk POAb "KoopguHaTtTopa” u
obecnewnBaTh perynaprHoe MegnunHckoe 0BCRyMHBaHWE W NeveHue NHTep-—
XKYPPeHTHBX 3abonepannn, flegnaTp gonken rapalHTMpoBaTb, 4TO NOMOUb,
npejgcTaBAAEMan CNEUNANHCTAMH M HEMEeZUUMHCKKUM O0OCNYKHWBawWMM nepco-—
HANTOM, OKA3LUBARETCR C NO3NUMKM, B COOTBETCTBMM C koTopon pebenok
n cemMbfa - egunHoe uenoe,

B Ton me Mepe TepaneBT HeceT OTBETCTBEHHOCTb Nnepeg B3POCTHMM
GonbHuMin, xak "BbHecuwumn" cBow HONe3Hb C geTcTBa, Tak U "npunob-
peTunmMn" ee B 3penom BO3pacTe,

lpn gncnancepHoM HaGNWgEeHNUH nevawni Bpayd NOMUMO HHOOPMHPOBAHMSR
pognTenen un H60NbHEX O XapakTepe 3a6oneBaHuMfA, HAIHANEHHA TepaneBTh-
HeCKOro KoMNAeKca gonmmeH NPOBOZNTL NPOBEpKY KoMnnennca, KoMmnnennc
(compliance) 3T0 cTenenb cCnegoBaHWA PEeXxOMEHZaUMAM BFada, BHACHAE-—

Mas nytTemM onpoca, AHNKeTUpOBaHnA, ﬂposepka xoMnnenHca npn MYKOBHC—
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ungo3e wMeeT ocoboe 3HAYEHNE, NOCKONbKY NOKA3AHWAMW gNR HEro RABnA-
WTCH OTCYTCTBME 30QEKTHBHOCTH Tepannu M BO3HWKHOBEHUE ocnomnénuh,
B ocHOBEe HEgOCTATOYHOTO KOMRNENHCR GOALHBX NEKMT HEeNnONHAA MHEOPMa-
UMA O CYWHOCTH 6ONE3IHN K OCOGEHHOCTHAX NpUMEHAEeMbBX NpenapaTtoB, MC-—
He3HOBEeHHe CHMNTOMOB OONE€3HN, BO3HWKHOBEHHE OCNOXHEHNN HaCToé
Ha3HaveHne NexapcTBeHHHX cpegcTB ¥ gp. CaMbM BaXHbBM MEpPONpPUHATREM,
CnocobCcTBYNWNM KOMNAENHCY, CHUTAETCHA JOCTATOHHAR HHOOPMHPOBAHHOCTDL
6onbHRX W poguTenen O KapTHHe S0Ne3Hn KW 3anTaHHPOBAHHOW Tepanuu, B
TOM YHCne nNnpoBOgMMOW B goMawnnXx ycnobmax (Parkin et al., 1992).

3a 6onee uem 20-neTHun nepnog paboTh NO BLABNEHWW M gHCNAHCEe-
pu3aunn G0NbHBX MYKOBHCUMJO3OM Mb HE MOrAMW HE BCTPETHTbCA C PRJOM
KREOHTONOTrMHECKUX NpobreM, a Takwe HEOOEXOgWMOCTBI KOHTpONR, obpaTt-—
HOW CBA3NW 33 NPAaBHILHOCTbW HA3HAYEHHOTr O nexennsa, Pewennw >Ton 3a-
fa4¥ B NONHOM Mepe OTBEeYaeT NPUMEHEHWEe Taxoro MeToga, kak compli-
ance. AnNA pa3pelledns BO3HUKABIWNX B NpPpoUECcCe gNCNAHCEPpN3aUuUN NpoSH-—
nem namn Hwna pa3paboTanHa aHkeTa, C nomowbWw KOTOpPOW EbAn OnpoWeHb
54 ceMmbn, rge no noBogy MykoBMCUMgO3a Habnwganca 61 pebenox. Bon-
poce, CogepxaBUWECH B aHKeTe, NPegnonaralh BuUSCHEHHWE HHOOPMHUPOBaH-—
HOCTH POgNTENnEen O MYKOBHCUWNZO3€, MCTOYHMKH HHOOPMAUUKN, peakuunn
CeMbi Ha NOCTaHOBKY WMATHC3a, B TOM 4HNCNEe BINAHME 3TOr0 ¢akxTa Ha
nepcnexTHBy A@TOPOXZEHNA, OTHOWEHHEe X gACNaHCEPN3aUHNn B NYAbMOHO-
NOrMvecKkoM ueHTpe, a Takwe TPYARHOCTEN M NPegnoOMEeHnin, MOTyWHUX ynyuq-
WHTb Ka4YecTBO HAENWIEeHWR] N nevennn,

PesaynbTatb 06paboTkM 3TuUX aHKET noxasann, HTO HONLWHMHCTBY pPOgN-—
Tenen (33 cembn) nm3BecTern cnocob HaCNnegOBaHNA, OgHAKO BPRAg MW 3TO
cnegyeT NPU3HATb YAOBNETBOPHTENbHLBM, NOCKONLKY &®akT NOCTAHOBKW gH-—
ArHo3a MyxOBHCUMIO3a ABHNCA cTpeccopoi &tuTyaunen gna 2/3 pogute-
nen;,okxono 1/3 nepenecné 3TO0 cnokxonHo u 1/5 He cmornn ceopmynupo-
BaTb OTBET Ha [fgaHHbh Bonpoc, Oxono nonoBuub cemen (30) nenwTanu

YzOoBneTBOpeHue OT NOCTaHOBKM NPaBUNbHOIO gMArHO3a, HO 1/4 BLpa3mn-
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AW CBOW pPEeakuUM® Xax OTPAUATENbHYW, 4TO BpPayi JONKEH YWUNTHBATb B
nnane gEOHTONOTMYECKMX OTHOWEHWN B CUCTEMe Bpav — pognTenn &onb-
Horo,

flocTaHoBKa gHArHO3a W NPOBEEHHEe KOMNNEeKca TepaneBTHUHEeCKHX Me-
PONPHRTHA OCywecTBARETCHA HaMn B pamkax Exatepunbyprcxoro ropopcro-
ro NynbMOHONOrM4Yeckoro yentpa, He cny4anno no>Tomy GONbWHHCTBO PO-
gntenen (49 cemen) nNONYHMAN MHOOPMAUNKD O MYKOBMCUNZO3E B JRHHOM
uentpe. Cpegn gpPpYTHMX NCTOYMHHKOB MHOOPMAUMK HA3BaHbh Bpayn NOAUKIAN-
Hnuecron cetn (9 cemen), megnunucxaa nntepatypa (18), agpyrune pogu-
Tenn (6) W TOAbKO poguTenn B 4 CEeMb@AX NOAYYNIN MHEOPMAUNUK OT cne-—
uManncTa N0 MEegMUMHCKON renHeTnrke, A nHeobxogumocTb B noayseHmn Ta-—
KON HHOOPMAUWN HCNHTHBAWNT NPaKkTHYeCKkn BCe pogntenn (45 cemeﬁ),afo
HYXHO ewe ¥ noToMy, MTO 1/3 nap pognTenen nnaHnpyeT powgeHne gpy-
TUX geTen, npuiem m3 3TUX 17 cemer y 9 XOHCYNbTAuUWa B NYAbMOHONO-
r¥YecKkoM UEeHTPe NOBNIHANAa Ha 3TO PEeWeHHe NONOXNTEeNnbHO, a y 6§ He
oxazana pananna, N3 31 cembu OTra3apwWMXCR OT gaNbHEeNWEro POMIEHNnsH
getTen y 12 nap poguTenen kOHCYNbTAUMA NOBAMANA Ha BHOOP gaHHOTO
pewenns, CkNOHAACE K OTKa3y OT PONZEHNA, MATEPH gYyMART He TOAbLKO G
cebe, HO W O MHOrouMCNTEeHHbX Gegax geTen, €CnAn OHW BHOBb pOgATCH
SonbHumMn, Ha 3To yka3smwsawT #u gpyrune astopuw (Noprman et al., 1985;
Demay =t al., 1986).

B nocnegHne rogm CHTyaums C powgeHNmem geTen nHauana CYWMEeCTBEHHO
MeHATbCcA, 6narogapf! NPUMEHEHWWw MEeTOZ0B TEeHHOWM M NPEeHaTaNbHON guar-
HOCTHKK MYKOBHCUMLO32 y nnoga. TaxoByw nonyuynnu B nabopaTopun npe-
HATANMLHON gHATHOCTHKW HacnegCTBEHHHX Gonesnen MHCTUTYTa akywepcT-
Ba n runexonornn PAMH (Cankt TNeTepbypr) 4 menHuwnnn, M3 KOTOpPHWX 2 C
Mykobucumgoaom (del F508/N »n N/N) n 1 rerepoanrotr (del F508/-9.
Tpn weNunHp pogwnan 370poBEX geTen, a ogna GonbHaa (del F508/N)
pognna GonbHyw pesouky (del F508/N).

Bce pogntenn, umewune geten Gonbrux MYXKOBHCUMLO3OM, BHPa3INAM
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KEenaHne NOBTOPHO NONAYHaTb KOHCYAbTaUMH B HaWeM UEHTpe, TO ecTh
HaxXOgWTbCs HAa gMCNAHCEPHOM Y4HYeTe Yy CNeuuanncTta, npuuem 44 no cob6-
CTBEHHON uununatTuee, a 25 NO wHnunatTueBe uenTpa. lipn 3TOM BCE pogH-—
TEenn CHUTANT HEOOXOgMMEM gONONHMTENbHOE NabopaTOpHOEe 06CnegoBaHUuE,

Ha Bonpoc O HEOH6EXOgMMOCTH W3 gaKNR NONynapHOh nantepaTypwn 4/5 ce-
MEeN OTBETWMNKM NONOKNTENbHO, NPH 3TOM pPOgHTENEeh MHTEepecywT BONpoCH
3TUONOTMU, FEeHEeTHHEeCKHne ACNEeXTH, KNHHKMREecKas KapTHHa 3aboneBalunq,
nopaxeHnne gpYTrux, CONPRKEHHHWX OPraHoB W CHCTeM, npobremw paHHew
gnarHOCTuxu_ B TOM NMCAEe npeHaTalbHOWM, MeTOgh NEHYEHHAR W NpoennaKk-—
THKW OCNOXHEHMNM npouecca,

W, HakxoHey, Mo NONBTAANCH BHACHUTL TPYLZHOCTH, C KOTOPHMH CTONK-
HYNTHCb ceMbhn, nMmenune SONMbHOro0 MYKOBHACLMZO3OM M NOXENAHUA poguTe-
nen, B nepBynw ovepegb 3TO TPYAHOCTH B NOAYHEHWH HeobRoguMmon, goc-—
TOBEPHOM M JOCTYNHON MHGOPMaUMKM NO gaHHOMY 3a6oneBaHnw, KOTOpO#K
noxa BRagewT He BCe MeguunHckne paboOTHMKM, B BUge NONYNAPHOM AN-—
TepaTypb NO YKa3aHkuM Bonpocam (27 cemen), A MHoOOPMAUNR HEKOTOPHXN
MEIMUNHCKMUX M3 ZAHMN HepecHYp CcrywaeT XPACKH OTHOCHTENbLHO MYKOBHC-—
LM go3a, HTO OTHWLb HE CNOCO6ECTBYEeT YMEHbUWEeHNK NONYy4aeMOro pogutTe-
nnﬁu NCHXONOTNHECKOTO cTpecca, SaTeM 3TO NOTPpEeB6HOCTL B gHCnRaHce—
pn3auun B YyCnoBUAX ORHOrO UEHTPA, rjge KPOME KOHCYNbTauMnu cneuna-
THCTA& MONHO NONYyMHTb TAKOBYNW OT Bpauwen gpyrax cneuvanbHoOCTeEW, Aa-
nee poguTenn OTMETHAW TPYygHOCTH B NONYHEHMN HEKOTOPHX NEekapCTBEeH-
HBX CpejgcTbB, HEecMOTpR Ha HecnnaTHoe cHabwmenne MegnkaMenTamu S0nb-
HbHX MYKOBUCUMJO30M, & TAKME B NONYyHeHWUH NOCOOBMA NO UHBANMHOCTH
HecMOTpsR Ha cooTBeTcTBybwnn npuxasd N3 PO. Henb3s o6onTr BHUMAHKEM
M TAKOW ®axKT, K&k TPYgHOCTH B OOWEHMM W HENOHWMMANHE Mexgy pogutTe-~
NaMKn ® yHacTKOBHMKH BpavaMu, HTO ewe pa3 CTABUT BONPOC O BAXHOCTH
ZEOHTONOrnn, O0CO6EHHO, eclin 3TO KacaeTcs HACNEegCTBEHHuX 3aboneBa-—

HHUN

Bce 3To 3acTaBuno Hac nowuTh Ha n3ganne B obnNacTHOM gncnaHcepe
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“"3gopoBbe’ NONYNAPHON NEKUNR-NAMATKN gns poguTenen, rge Mo NONb-
TanMcb OTBETHThL Ha 3aganHHwe Bonpocu, lipn 3TOM HEOOXOgHMO OTMETHTDL,
MTO TaKMe N3 gaHMRA HYNHO NEPHUANHECKW NOBTOPRATL, BHOCA Tyga cCambe
HOBHE cBegeHna, Tem Sonee, YTO M3yvEHNEe MYKOBNCUMgO3x HwCTPO npo-
rpeccupyeT, a aCCOPTHMENT NEKAPCTBEHHHX CPegCTB M OU3NOTEpaneBTH-
HecKk#WX MeTogO0B NOCTOAHHO PaCWMPRETCH W COBEPUWEHCTBYETCSR,

CyMmMupys nOnNy4eHHHe B pel3ynbTaTe aHKeTHPOBaHW:A CBEgeHHA, Mu
nprunmnm XK BHBOZY O TOM, 4TO gNA NOBHWEHHWA IOCEXTUBHOCTH gucnaHCe-
pu3aunn HeoBXOgWMO CO3gaTb RCCOUMAUMN poguTenen geTei, cTpaganuns
MYKOBHCUMJO30M, @ TakmMe CaMuX 60NbHLX, Kax yxaswpaeT rpynna >KcC-
neptop BO3 (1985) accoumaumnm poguTenen n EOnbHBX UMEwT o0cob0 Bam-—
HOE 3HaYeHHe, NOCKONbKY OHW ABARKNTCR Hanbonee 3aMHTEPECOBAHHOM
CTOPOHON M XOPOWO NOHMUMANT, 4TO 3TO 3a HONME3Hb M rakne npobnemu
ona Bnevwetr, KcTatn ckaszaTb, A.Norman (1985) npegnaraer BBACHNTDL
yepe3 TakHMe acCcOoUMAUNN MHEHNE CcaMHX GONbHHX W POgUTEenen o Mopanb-
HBX npo6bneMax NPeHaTaNbHOM gHATHOCTHENW, 3TH accounaunu Npu3BaHu
cHrpaTb BamHeRlwyw ponb B obecneyeHnn B3IanMonomown OHONbHBM, MOTYT
noMoyb B peweHun npobnem npn nepexoge NOB3pOCHeBUMX GONbHBA NOg
Habnwgenne TepanesToB (A.B . Opnos ¢ coaBT., 1992; Dietzsch, 1988).
Kpome Toro, oM MOTyT BO3g€NCTBOBAaTb Ha Pa3nnyHbe OPTraHn3auunn,
CTHUMYNHPYR MX OKA3bBaTb NOgRePMKYy B NOMOWX geT®aM,

Ha cobpannax accounaunm ™Mb CTpeﬁunMCb npegcTaBnTb HCYEepnuBaK-—
wyw wroopmauniw, C 3TON uenbw NPUBAEKANHUCDb CNEUNANTHCTH gpRYIrnxX OT-
pacnen MegnUNHD: TEeHeTUK, CTOMGTONOr, TepaneBT, THHEKONOr, 3HaKO-—
Mbe C npobnemMaTnron MYyXOoBMCUMO3a, Pa3BHTHe xoonepauun 3TUX cheun-
ANNCTOB NO3BONAET B €fMHON KATETOPHANbHON CHNCTEME ONHCaTb Kak 0COo-
OEHHOCTH MYKOBHCUMRO3a HBONNUMKY B OHTOTEHE3E, TAK W NYTH nobbuwe-
HHR 300X TUBHOCTH gHCRAHCEPU3IAaUUM .,

B ganbHehwem cCO3gaHRAR HaMu accoumaunna npuobpena Gonbuyw camo-

CTOATENbHOCTL NYTeM CO3faHNR ODWECTBEHHON HEKOMMEpYeCcrKol OpraHn-
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aaunn "HoRE WMYEARAERILVIL Y n DRSRINY Npuguveckoro nwua,. 370 noa-

BONMMNO HaM pelinTb PRy HOBLX BONpocoB, B 4acTHOGTHM yganocsk yCTaHO-
BHTb TECHW& KOHTAKTHW C AHANOTH4YHbBMW OpraHn3aunamn B Iepmanun, 4TO
[aN0 BO3MOMHOCTbL OBMEHATBCR NPAKTUHECKHUM ONBTOM neveHna GONbHbX,
NoOAYYMMTL OT HAWWR KOANEr NOMOWb B BHIE KUIHEHHO HEOOXOgUMBR Megn—
XaMEeHTOB M BMJEOOUNTLMOB O NeyHeHMM MykoBHcuuzoza, Kpome Toro, Hawa
OpPraHM3auns BCTYNNNA B HNEHB MeMgyHapogHOn oprann3daumn Internati-
onal Cystic Fibrosis (Mucoviscidosis) Associaiion [I.C.F.(M).A.3J,
YTO NO3IBOAMNO HaM NONyuYaTb HHoopMmaunw o6 axunax ICF(M)A n o camowm
3aboneBaHnm,

TaknMm 06pa30M, HaM yganocb fOCTHYb JOCTATOYHON CTEeneHu Komn-
nenHca npw npoBegeHnn npakTnieckon patoTnw NO neveHnw GoAbHBA MYy-
XKOBHCUN O3 OM,

B0 HacToORWEro BPEeMEeHW ganexo He Be3ge ypgaeTca obecnedwnTb Henpe-
poBHOE Habnwgenne W gucnaHcepu3auniw GONbLHBX OT geTCroro BO3pacTa
§0 B3pocnoro. BonbwnmHCcTBO MccnegobBaTenen CHMTAWT, 4TO Takoe Bege-—
Hne OONbHbLXN MYKOBMCUMZO3OM JOMMRO OCYWECTBNRTbLCA B CNEUNATH3INPO-
Bannbpx uenHTpax (Qerritsen et al., 1990). Becb onwt paboTw no3ponsa-
€T HaM NPHUCOEgMHMTLCR X gaHNOMYy MHennwk, Mb cuntTaem, u4TO nevenne
6;ﬂbHHX MYKOBHCUMLO30OM gONXKHO NPOBOANTBLCR KAaknM—-aAnb0 OgHUM cneun-—
AannM3npoBaHHBM ueHTpom, Tax CnHOMWUNTOCH, W 3TO HE CRYHAMHO, B CUNYy
BAXHOCTN NOPAXEHUR OPOHXONErOovYHOTro annapaTa, 4TO NeveHne B6ONbHBX
MyKOBMCUHW ZO3OM B3IAaNN Ha ceba nynbMoHOnoOrmyHeckue uenHTpu. OgHaxo,
YHUNTHBAA KAUHUYECKHA NONUMOPON3IM MYyKOBMCUMgO3a, gannasr paboTa
KONMKXHA NPOBOgUTbLCR B ©IMHON KATEropManbHOWM CHCTEMe Ha ronnerunanb-—
HOR ocHOoBe. KpoMe TOro, yYnTwBamR HACNegCTBEHNBH XaPpakTep MYyKOBHC-—
Ungo3a npobpegeHne gucCnaHCepu3aunn HEeBO3IMONKHO cebe npegcTaBuTb bes
NPpUBITEYEHNNA MEIMUNHCKOTO reHeTuxa,

Haw MHoroneTHun onoT paboTh ¢ BOALHLMM MYXKOBNUCUNZO30M NO3BONSA-—

eT nNpegnoXnTb JM&QQPQHUMPOB&HHYW cXeMy gnucCcnaNcepHoro Ha67”0;_1’e)l”9,
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Bo-nepBuX, B NONHOW Mepe gonxeH GuTb HCNONb3IOBAaH HAKONZexnHbn onuT
3TanHOro neveHns BONbHEX MROT UMK 3adoneBaHuamu, lipuuem nywwmen op-
raHN3aUMOHHON GOPMON SBNAESTCH NYNbLMOHONOTrMHECKHR ULUEHTP. AaHHEMMA
3TanamMn SBNARNTCR NOJUKANHWKE, NYNbMOHONOIrMHMECKMUN CTauuoHap, cneuun-
ANN3INPOBAHHHN CAHATOPHW, B KOTOpPOM no MHennw b 8 Pesawnxa (1989)
Heo6XOgUMO CO3IgaHne cneunanbHibeX FPpynn gaa S60MbLHEX MYKOBMCUUJO3OM,
a Takme Megmko-TeHeTnvHecknhn uenTp. Bo-BTOPHX, KpPOMe TepaneBTOB
KPyr CNeunanucToB, OCYWECTBNRANWUUX NeveHne 6O0NhHEBX MYKOBHCUHJO3OM,
ZONKEH 6bhTb pacuuper 3a cCHeT racTpo3HTeponora, CTOMATONOra, ruHe-
KOnora, 3HpgoOXpuHoOnora,

Tpn npoBegeHnn gnoOEepPerRUNPOBAHHON gUCNAaHcCEepPMH3Iaunn HeoOXOogmnM
y4eT gByx o06CcTOATEenbcTB: ¢opMa 3aboneBaHna # cTenenb TaxecTn, UTO
xacaercqa oOpM, TO NO HAWeMy MHEHUNW 3TOT ¢akTOp BAWRET HA gHOOEepeH-—
unaunw neveHn|s B Menblwen mepe, K npumepy, MEXOHUaNbHBW HAEyC UAHK
OTe4HO-aHeMHHecKkas oeopMa pes3ko orpanuwenu.aoapaérom M noToMmy, KOTl-
E@ Y 3THX 60NMbHHX BCTAHET BONPOC O CTPATErMN gHCNAHCEPHOro Habnw-
AEHNM®A, npon3onger TPaHCOOPMaUNS @OpPMB. RAHHOE NCCNegOBaHME NOZBOANT
HaC X BbBOgYy 06 YCNOBHOCTM genenna MyroBucuumgosa Ha eopmb, Cnego-
BATEeNbHO, NZEONOTMA fUCNAHCEPHOro HAGNWgeHna JONKHA 3IUNLETLCH HA
cteneun TaxecTn, Tem Gonee, u4To xak npaBuno, aGOPTHBHAR GOPMa MyKO-
BUCUNJ03a& MMeeT rnerkoe TeuveHne, Apyroe geno, MTO B NENEHUN [JONARHB
BuTb CcMemeHb aKUEeHTH B 3IABUCUMOCTMU OT NpeobnagaHMa M CTENEeHn Ta—
WeCTN PEeCcCnHpaTOPHOrO MIN KHMWEYHOT O CHHgpOMa.

YYNTHBAA NPOTPEsNEHTHOE TEeYeHNWEe MYKOBMCUMgZO3a, HEeOoEXOgUMO NOCTO-
AHHO pewaTb NPAKTHHECKHWH BONPOC O NPEgNONTEHMN [OMAWHEro MAW CTa-
UNOHAPHOTO NEevYerns, "AnA 3TOro Mb NONHTANHCbL COOPMYNMPOBATbL NoKaza—
HHS X pgOMAawWHeMy, CTaUNOHAPHOMY M CAHATOPHOMY nevennw,. [pn 3TOoM Mu
CTPEMUMCR K ONTHMANbHON OPraHM3auUNM JOMAWHErO NEHEeHWR, HEe TONbKO
noToMy, HTO EONbHHE MYKOBHCUNJO3OM B CHIY OCOGEHHOCTEN GONEe3HM g0-

BONbHO MACTO HYNZAWTCH B TOCNUTANM3AUNMN M OTpbBEe OT NPUBHYHHX YyC-—
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noBUR MH3HM M OOyHeHna, HO M B CHMny onacHocTn nepexpecTHOR cynep-
WHOEKUNK KaKk gNA CaMux GOMbBHHX, Tak M OCTaNbHHX NAUHEHTOB OTgene-
Hus. Kpome Toro, amBynaTopHOe NeveHMe HUMeeT ¢MHIHCOBHe NpenmyuecT-
Ba,

JleueHnw Ha gOMy nognexaT GONAbHbBE CO CnegywnunMH COCTOARHNAMA:

~ OCTpbe pPecnupaToOpPRBE BHUPYCHDE HHOEeXuMy;

- nerxoe n cpegHe-TaKenoce TeweHne 3abonepanuns;

-~ oBocTpeHne no Tuny GPOHXNTA 6€3 BHPAKEHHOR JUXATENbHON HEepoC-—
TATOYHOCTH,;

— OTCYTCTBHE BHPAMEHHOTO TOKCHKO3a,

-~ NpPM 30®EKTHUBHOCTH AHTHOAKTEPMANbHOMN, MYKONUTUHECKON N oep-
MEHTHON Tepanun,

lpn >TOM OpPraHn3aUns! JREBHUX CTAUMOHAPOB HABNAETCS BEeCbMA XOpOo-
wen W ygo6HORM GOPMON MegMUMHCKOTO obCnyxnBanHns 60NbHBX MYKOBHCUN-
AO3OM,

Focnutanusaunn nognexat 6O0NbHbE C:

- TAakenuM ObWMM COCTORHMEM,

— BHPAMEHHHM TOKCHKO3OM W NUXOPajgKOM;

— BLHPAREHHOWN [UXATENbLHOW HEJOCTATOHHOCTBLW;

- obocTpennem nOo NHEBMOHWYECKOMY THUny,;

- C Hanu4Ynem OCnNoxHeHWH (NHEeBMOTOPaKC, KPOBOXapPKkaHbe, 3KBUBa-—
NeHT MEeXOHManbHOro wuneyca wu 7.0, );

~ BHPAKEHHLMU HAPYUWEHNAMA CEePREHHON [eATeNnbMNOCTH,

- HEI0PEeXKTHBHOCTBN ARHTNOAKTEPHANLHOW, BIH3IUMHON M MYyXONHTHHEC-
KOn Tepanun Ha [JOMYy,

.

Heo&xognMO OroBOPUTLCA, HTO y gE€TEeh PARHHErc BO3pacTa NOKA3aHKUA
ANA TroCcnNUTaAnn3aunn MOTyT EBTb PaCunpenn,

lloBTopRA Teanc 06 ONACHOCTH CYynepHHOUMUMPOBAHMA NPH TOCNHTANbHOM
NEeYEeHNn, Mb NPHIEPKHBAEMCR YCTAHOBKM Ha PaHAWK BHNUCKY M3 CTauHOHA-

P2 HE&e g0 NONROTO BU3AOPOBNEHUNA, €CAn O TAKOM MOXHO TOBOPHTL. A cy-
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WeCTBOBAHHE CeTH OTgeneHnn peabunnuTaunmn NOMOraeT NpoBOgMTL NeuvenHue
P NPOgONXEHHE TOCNUTANBHOrLO,

Noxa3aHnaAMK gNR CAHATOPHOTO NENEeHNa RENAWTCHA OTCyTCcTBUEe 060CT-~
peHus y 6ONbHBX C NErKMM W CpegHe—-TAREeNbM Tevyennem 3a60neBaHu®l UNHU
MHHMMANTBHAR AKTHBHOCTL NATONOTHIECKOTO npouecca nNpH Taxkenom,

Bca npogenannas Hamu paboTa noasonuna pa3paboTaTb CHCTEMY guc-—
nancepHoro Habnwgenna 3a SONbHbBMM C MYxoBHcumgosom (Taén , 9.1). Npn
3TOM HEeobxROoguUMO g06aBHThb, HTO AHANN3bB NOTA M CHWHB NOCNE YCTaHOB-—-
NeHna gMarHo3la MYKOBUCUWLO3R MbH pexoMeHngyem NpOoBOgNTbL HE 4awme og-
HOoro pasa B rog, o noxa3annsaMm 60NbHBM HEOOXROgZMMB KOHCYNbTAaUHUM TH-
Hexonora, 3Hgokpnuonora, Oprann3auns Takoro HabrnwgeHns u nevenns,
MCNONb30BaHNe BCEX JOCTYNHHBX COBPEMEHRBX CPEejJCTB gHATHOCTHKH® M Te-
panuun no3BonaeT ZOEMTbCR CTAOMNIN3AUNMM NATONOTHYECKOTro NPpoUEcca MK
LaXe YNYHWEeHNA COCTORKMA, O 4YeM pedb nongeT Huxe, Kpnrepuamn 300ek-
THBHOCTH ZUCNAHCEPHHX MEPONPHATHN ABNANTCR YACTOTA GPOHNONErOYHHHX
06oCcTpEeHnit, COCTORNHE NNTAHNA, NEroOYHHX OYHKUMNM, TRXKECTb WU Napak-—
TEp NOPaXeHNn OPraHOB MENYROYHO-XHWEYHOrOo TpakTa,

BonbHbBX MYKOBMCUMZO3OM C YHeTa HE CHMMANT gake npu camom 6raro-
np;QTHom TevyeNnn 6one3dnn: HaGNWgEHNE BpPaYaMM geTCKOWN NOAHUKANHKKHU
NpogoONNMANTCA g0 lH-neTHero BO3pacTa NOCNe Nero Mo nepegaeM 60AbLHBX
nog Habnwgenne TepPaneBTHYUECKOro NYNLMOHONOTHYECKOTO UEeHTPpa, COX-
PaNaf, OogHaKO, CBOW KOWTPOAb, llpu ganbHehwen gucnaHcepw3Iaumn cCcob6-
nogawTCa Te Ke TepaneBTHHECKHEe NPUHUMNE BEgEeHHS HONbHBX MYyKOBHC-—
ungo3aom, NosTomMy Mb npuwam x BHBOZY O TOM, 4TO 6O0NbHHE MYKOBHCLUM-
AO30M HE3ABMCHUMO OT BO3PACTA JONKHH NONYyHaTb KOHCYNbTATHBHYW RO-—
MOUb B paMKaX OgZHOTO CNEUMANU3IUPOBANNOTO uen}pa no NeveHnw MyKo-—

BHACUMO3a,

9.2. Npornos »n ncxogow 3abonepanns Y BONbHBR MyXKOBHCUHZO3OM

Kak YXe& OTMeqYanochb, napannenbHO C ROCTHREHNNAMN B NOHKNMAHUKN ME-



Tabnavwua

AWCTAHCEPU3AINA DBOAbHHX MYKOBUCHWARO3OMN

S.1.

CTENEHDL YACTOTA OCMOTPA CHNEUMAAUCTOB OBDEKTH AONOAHUTEADHHUE METOab OBCAEAOBAHMA OCHOBHUE
TAKECTH OCOBOro nYTH
BEAYWUR | Tynumono-|TacTtposn—jCromaTto— BHUIMAHUA B uenTtpe B noankxnannuxe O340POBNEHUA
CUHARPON} nor Teponor nor
TAKERAG
Nerownanil pas B Mo noka- |2 paza B|AnTponomMeTpus|PenTrenorpaens no |Ananusn xpoeu uilloctoanHas uan
mec 3aHnAM rog Cnctema nuue—|{noka3aHnam MOUYN, CaXapPHHO— {MHTEPMRTTUPYW—
BapeHns PyHKunoHanbHbe Me- i Bun Tect, CPR waf anTnbakTe-—
TOP-oprann Toau(PBA,Sa02,KUl) {2 pa3za B rog PHARnbHAR ,MYKO—
Cepgevno-co- 1 pa3s B 3 mec Caxap kxposn 1 aMTHHECcKan Te-
cygnctana cuc~|AWlt 1 pas B 6 mec (pa3 B rog panngs
Tema baxtepnonorns mMox- ButamMunun
3yBo-uenwcT- ;poThH 1 pa3 B 6 mec Pn3notTepanuns
Ha| cucrTema Wmmynorpamma (UUK) AHTAaronucTh
CycTabHnoh an-|2 pa3a B rog Kxanbumna
; napaTt Bpouxogunata-
Nfonosoe paz- TOopw
BNTHE
Knmewusn |2 pasa 1l pas B 2 pa3a B|AnTponomMeTprallSI Gpwwnon nonoc—|ANann3n KPOBM u|AueTa
B rog mec rog Pecnupatoprar|Tn 2 pasa B rog Moun 2 pasa B NNTocToannaa nnan

cucTema
Sybo-vwenwecT—
HaR cncTema
CycTtaBnon an-
napat

Nonosoe pas-
BUTUE

Fenatorpamma 1 pas
B rog

Tpo%a ¢ d-xcunoson
1 pa3z B rog

Kan wa gucbaxkxtepn-—

03 1 pa3 B rog
WMmynorpamma 2
3a B rog

pa-

ronag

‘Konpountorpamma

1 pa3z B 3 mec
PenTrennnenon-—
Hen Tect 1-2

paza B rog
Caxap xposn 1
pas B rog

NHTEMNTTHPY—
wan wepMenTo-—
Tepanus

flpenapato yp—
3ogerngpoxone—

BOM XWUCHNOTH
Buntamnun




llpogonxernne Tabanum 9.1.

CPEAHER
TAKECTH
NNerounwwn|l pa3 B No noka~- |2 pa3a BlAHTponoMeTpua QyHKkunoHanoine Me-|Te wme, w70 npn {HutepmunTTHpyn-
3 mec 3aHMAM rog Cuctema numue—iToze 1 pa3 B 6§ Mec|TaXenoMm TeueHnn|waa anTubaxkTe-
BapeHmnsa PeuTtrenorpons 1 pPHanbHaf ®n My-—
3y6o-venwcTt- (pa3 B 1-2 rojpa KonunTtnieckan
Haga cuctema Wmmynorpamma 1 pas Tepanns
CycTtaBHOon an-~|B rog Pn3noTepanns
naparT Butamnun
Nonosoe pa3- Bpouxognnata-
PHTNHE TOpPH
Knwmevuwh|{l pa3 B 1 paz B 2 pa3a B|Te xe, uTO USI &pwuwnon nonoc-{To me, uTO npn |Rueta
6—-12 Mmec |3 Mec rog npn THRENOM ™ 1 pa3 ® rog TAxenom Teuennn|WutTepmurtTupyn-—-
: Teweunn Kan na guncbaktepn- ) was oepmMeHTO-
03 1 pa3 B rog Tepanna
NpoB6a ¢ d-xcnno3on ffpenapata yp-
1 pas B rog 3ogerngpoxone—
Wmmynorpamma 1 pas BOM KNCNOTH
B rog Butamuun
NETKOE
ferovwnunn{l pa3 B fflo noxa- |2 pa3a B|Te we, uTO Pynrunonanbuue Mme-|{Te we, 4TO npn |ANTnbakTepn-—
6 mec 3aHRaM rog npn TAKENOM Togba 1 pa3s B 6-12 |TAaxenom TeueHuun|{anbHaa Tepanung
Teyeuunn mec npn OPBW »n
PenTrenorpaeona no obocTpennax
NOKa3anuam 2-3 xypca my-
UmMmynorpamma 1 pa3s KOANTHYHECKUR
B TOg cpegcTB B rog
Butamnup
Knwevwnwn|llo noxa- |1 pa3s 6- |2 paza B{Te we, 41O Te we, uT0 npn Te we, uto npun |(PepmentoTepa-—
3aHNAM 2 mec rog npn TAXNESNOM CpegHE—TaXEeNnoM Te—|TaXenom Teuennn|nuna npu 060CT-
TeveHnnn YeHnn peHunn
1-2 xypca.re-

nNaToTpPONHBX
cpegcTB
Butamunun
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XaHN3Ma Pa3BUTHA MYKOBHCUMZO3a M pa3paboTkon Ha 3TON OCHOBE 300€K -
TUBHON CHCTEMH NTEYEeHMH M gHCNAaHCEepH3aunyn OTMEHaANTCA ychexnm B NCROo-
ZaX gaHHOTO cTpagaHua, !in npuBbHKaeM X MBCAWM, HTO THNoOTE€3a O MyKoO-
BUCUMO3€E kxaK NEeTanbHOM M gaxe cybnetannHoMm 3a60neBaHWMM HE BCerga,
no-BHgHMOMY cnpasegnnsé, K sTomMy npuzogaT BCE nccnegoBaTenun, no-
CBATHBUHE M3YHEHHH MYKOBHUCUMZO3a JOCTATOYHO NPOJOAKHTENbHOE BpeMs.
YacTHuHGM MEXaHM3IMOM KOMNEHCAauWn, YRyHWawlnM cCOCTORHME BONbHLX ge-—
Tel Ha TONbKO C MYKOBMCUNJZO3OM, HO W gPYTHWMH XPOHHHECKWUMH NerovHb-—
MH 3a60nNeBaHNAMKU, ABAAETCA OHTOTEHEe3 Nerknx: Npoueccam gecTpykuun
NPOTHBOCTONT YyBEenn4HeHne gonn 3nacTuveckux, bonee ynpyrnux BONOKXOH
NO CPaBHEHNK C KOANareHoBuMR, HaAPACTaHMKW OPOHANANLHOM gecTpykunn
nNpoTNBOgENCTBYET BO3PAacTHOE yBenwueHnne gnametTpa GEPOHXOB, a Hapac-
TaHne nHeBMOONEPO3a OTrpPaHMYUBAETCR yBennvYeHMeM MAcCCh NapPeHXuMo
nerxoro go 7-8 neTt rnaBHbM 06pPa3OM BCNEJCTBHE UOGOEPEHUUPOBKHYU,
HapacTaHun®a 4Yncna GpoHxnon, a B Honee cTapwem BO3pacTe 3a CHeT ype-
nuyenna ux pasmepos (C.B Paunncknn c coasT., 1989).

XyzgwnMu B NPOTHOCTMHECKOM OTHOWEHUHW RABARKNTCA NO HAWnM HaGnwge-
HWAM Ccnegybline: paHHEEe Havano (B neppoe NOAYrogue WH3HW), Henpe-—
PHBHO peumguBHpPYNUlee TevenHne, HaNnune B Nerxux pPacnpoCTPaAHEHHBX
@MEPO3HBX, NHEBMOCKNEPOTHYECKUX H3IMEHEHHN X Hawany NeveHum, PaH-
Hee W3MEeHeHne nanbuee no THRYy "wacoBwx cTekon' u "6apabaHHbxX na-
novek", NOXypgaHne HECMOTPR HaA NPOBEgEeHNe AKTHBHON OCEPMEHTHON 3a-—
MECTHTENbHON TEepanun, XPOHUNECKAR KONOHHWIAUMR CHHETrHONHON NANONKH,
B Tabnnue 9.2. npegcTaBNEHO Havano KNAMHMUHECKHUX CHMNTOMOB MYKOBMC-
Ungo3a B CpaBHMBAEMHX rpynnax OGONbHHX: YyMEpUWHX M HMBYWHX B HacTO-
Amee Bpema .,

ﬂpMHMHaMH CMEPTH, KAK NpaBnno, ABAANTCH nporpeccecnpynmwans goxa-

TenbhHaa W cepjpevran HeZOCTATOMHOCTbL, ANCTPO®HA, NCTOWEHNnEe, MEKOHH

ANlbHafa HEeNnpPoOXOogMMOCTbL M NEPUTOHNT,

n HRanNpoTHUB, ONTHUHMUCTUNECKHNMH NPU3IHAKAMU MB CHHTAEM no3pgHee Ha-
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. TaGnuua 9.2.

Bo3pacT Hawana KnnHMYEecKknX npoRBAEHNN y bonbHBX MYKOBHCUU gO3OM,

Fpynnu Kon-po Bo3pacT K Ha4any NORBAEHMA CHUMNTOMOB
OonbHBX SonbHbBX
Ao 6§ mec 6-12 mec Ctapuwe roga
Hupymne 107 31 27 49
Ymepune 48 42 5 1

wano (ctapwe 3 net n 6onee), COTCYTCTBME PACNEpOCTPaHEHHOro onbpo3a

MerKux, W3ONNPOBAHHBA KWHWEYHBI CHHIPOM, BO3MOXHOCTbL JOCTHMHEHMA pe-
MUCCHN EPONXONErOMHOT O NPOUEcCa 6€3 MHTEHCHMOUKAUHMN TEepaneBTUMec—
KUX MEpOnNpHATHUA, CHHUNENNE ypoanﬁAxnopugos noTa M CNNHE B gHHaMhKe,
B Tarnmx cnyvamx Mb HENPEMEHHO CTONKHEMCR C HEONPEegENeHHOCThbN B
BONpoce O TOM, NpaBOMEpPHOW 1M 6bNa NOCTAHOBKA gMATHO3R MYKOBHCUN-
z03a, OgHako, eCnn NPUHATL B pacHeT guarHOCTHMeckHe kpuTepun di
Sant Agnese Ha MOMEHT NOCTARHOBKH gHArHO3a, HHKAKMX HesicHOoCTen He
BO3HMKANO: KNMHHNYHECKAR KAPTHHA WM NONOKNTENbHHM NOTOBHW TECT Hens-—
GexHO NPHBOZMT BpaMa K TaKkOMy gMarno3y, COMHENMS BO3IHMKANT TOT g3,
KOT g& gOCTATOYHO GWCTPO NPONCXOAMT HOPMANU3IAUMA KIMHHKH MNK HAC—

TylaeT gNRTEenbHana PEeMUCCHRA, CBR3IAHHBN C

leppoHavancHul ONTHMHIM,
BHEegpeHneM TeHHOR gHarHoCTHKW MyxoBUCUMgO3a GbHCTPO pacceancs, no-
CKONbKY KOMUHECTBO O6HAPYWMBAEMHX HOBHX MYyTAaLMR HEYKNOHHO pacTeTr

(0.B.EBrpadop ¢ coast,, 1991). Hannune del F508

B IrOMO3NTOTHOM
COCTOAHNN W TETEPOINTrOTHOM NPH HANNYUN KITHNHHHECKHXN NPU3HAKOB Y
npobanga ABNAETCA abCONWNTHLM gOKA3aATENLCTBOM MYyKoBUCUMIO3a; NPpH
orcyrctenn del F508 BepoatThocTb MykoBucuugosa cocraBnaeT MeHee
50% n Bonpoc 0 coxpaneHun ZMarno3sa RONKEN pewaTbcn Bpai¥oOM no co-
BOKYNnHOCTH MHOINX gaHnux (B,C Bapawos ¢ coaeT., 1991).

foxa TpygHOo cpenmaTb BuwBOg, B KaKUx CNy4HanaX MOXKET UgTH peudb 0

KIHKHNHECKOM PH3IfOPOBNEHNN B MOXNET nn Boobuwe 06 3TOM naTN peub,

Oznaxo, B cBOei npakTuke MB CTORKHYNIMCH €O CNY4HaaMU gNNTENbHOMN
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MHOTONeTHen pemnccnn (game npn Hanninn del F508 b reteposurorHom
COCTORHWMM), 4TO BLHPAXanNoCb B OTCYTCTBMM Npu3HakoB 0BOCTpeHns ne-
FONHOrO WJIM KMWEMHOTO NPOUECCOR NPW Haawunu 2-3 OCTpPHUX pecnupa-

TOPHBX BUPYCHHX MHOEKUWW B TOg, HTO M OTHHNgb HE cBR3BBANN C OC-
HOBHbM 3aboneBannemM, 3gecb YMECTHO elle pa3 NOBTOPUTbL MHCAb O Ha-
ANuUMKM Pa3ANYHBX TEHEeTHMYeCKMX BaphaHToB nimenennn B CFTR npn my-

xoBUMCuUKgO3e,

CyMMUpYs KAMHMYECKHE HRBNWgeHUs C JaHHBMW, NONYyHE@HHHMH OT Me-—
AMUMHCKNX yvpexgenun n pogutenen, C B Pauwunncxnn ¢ coast. (1987)
BRAEANAN TPH BapraHTa TeueHns 3abonepanHnf: ynyvwexnne, crtabununia-—
uMR N nporpeccHpoBadne. I3TH BAPHANTH, ECTECTBEHHO, B 3HANUTENbHOM
cTenenn ycnoBhbn, KpuTepueMm ynySWeHns CHUTANOCb CMATYEHHE KAMHA-
Heéxux CHMNTOMOB 3aB50NEBAHNA W YPEWEHME HacTOTh 0boCTpennn npn
XopoweM ¢n3INNEeCKOM Pa3lBUTHMN N CTAONNILHOW PEHTrEeHONOTrNYEeCcCKon Kap-—
THHE OPraHoB TPRYZHOW KneTkwn,

Nog ctabunusaunen non;manOCb OTCYTCTEME NPOTpPeCcCHpPOBAHNRA HIMe-
HeNnit B OPONXONEroYHOM CHCTEeMEe NPU COXPAHEHMH TexX KINHHHECKHX
NpoRBAEHNN, XKOTOPHE OCTABANNChb y BOABHOIO nNocCne NpoBegeEHMA KYypca
NEYEeHNa B KANHHKE,

lporpeccupoBaHie BRPaAXanoCb B HAPACTAHMM KINHWKO-PEHTr €HONOTH-
HecknUX CHMNTOMOB B npouecce HabnwgeHna, yHaweHnn 3NU30z0B AKTUBU~
3aunn BOCnanenHmsa n 06OCTPEHNMRH, 3HAMMTENbHOM OTCTABAHWM B Gn3NvEeC—
XOM pPas3IBUTUN,

M.A Oageepa ¢ coaBT,(1988) oTMeTunn ynayvwenrnne coctoanna y 41,4%
6onbHux, cTabunnsaunw npouecca y 33%. No gaunwm B_A NnatoHoBon c
coaBT.(1988) xopoune (ynyvwwenne) n YaoBneTpoprTenbHue (cTabnansa-—
unA) pesynbTaTa nonyvenw y 37 n3 54 6oabHmx, 3a § ner Habnwgenns
J.Katz et al. (1986) y 2/3 6onbnux Habnwgann cTabuansaunw nponec-—
ca unn yny-wuwenne, B Sonbwen cTenenwm 3To Kacanocb G0NbHUX, MMEBUWMUX

HAHYANbHBRE NPOABNEHKRA B BUJE KNWEHHOrO CUHHgPOMA, B nocnegywmem 3a
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3TuM 5-neTne npon3owno ganbHenwee yAy“HueHHe KNMHHYEeCcKOro cocrosn-
HnR H60NbHBX,

3BONWUNKD KANHHKO—PEHTr EHONOIrMHECKHX W3MEHeHnh B OPOHXONEro4HON
cMcTeMe NpW MYKOBHCUHJO3€ CXEMATHUHO MONHO NPEegCTaBUTbL CrepywunM
o6pa3om. [lpu naTeHTHOW WAM HyneBOh CTaghn OONE3Hb nepexognT B I
CTagnw PEUNZHBHPYNWETO GPOHXNTA, C HENOCTORHHHMH BYHKUMOHANBHEMM
H3IMEeHeHnaMH , KOTOPana MONEeT Yy pRga 6oanQx npogonkatecs go 10 ner,
XpoHHuECKkUN GPOHXMUT RBARETCH NPH MYKOBHCUMjO3e OCHOBOW nocnegyw-
UNX EPOHXONErovMHbUX NOpamennn n npegcrasnneT 11 cTagnw 3a6oneBanns.
BonbHON HMCNEUTHWBAET NEPHONHECKHEe NPUCTYNb KAWAR ¢ OTgENEeHNeM Can-
3UCTO-THONHON MOKPOTH, YMEPEHHYN OfHlKY, YCHIWBARWYNCR NPH HATPY3-—
Xe C BNaWMHHMK, HEepegko TPECKYHYWMMH XpHNAaMu HA GOHE KEeCTKOro guxa-
HHR. AAWTENbHOCTb 3TONM CTagun OT 1 roga go 15 net,

Ctagns gnoeeyanoro nnesmoou&psaa (II]1 cragna) C 30HaAMU OrpaHn-—
4YEeHHOT O NHEeBMOCKNepo3a, OHPOHXOIKTA3AMN, KHCTaMM W BLHPAXEHHOW gb-—
XaTEeNnbHON HEegOCTATOHHOCTbN HEPEejgKO COHEeTAETCA ¢ CEPREYHORN Hegol -~
TRTOYHOCTEN NO NPAaBONENYOMKOBOMY TnNy, ANNTENbHOCTh 3TOM CcTaghu
o6uwuno 3-5 net, Haxkoneu, IV cTagna, TepMunuanbHasn, KOrga Ha ooOHe
yxéaannux OPONXONNEer oHHnX M3MEeHeHnn Pa3BHBAETCR TaANENnaa Kapguopec—
NMpPaTOpPHAR HELFOCTATOHHOCTL, llpoTexaeT B TeHEeHHEe HEeCKONbKHX MecCsa-—
ues, HeTpygHO nOgCHNTaTb, HTO NPOJOAKUTENBHOCTbL MH3IHW GONBHEX OT
Havana KNNHWMECKNX NPOKBAESHUN MYKOBMHCUMgO3a MOmeT cocTaBnaTts 30
ner.

Ouenky npopOgnMON PaBoOTh RO NEYEHNW M JUCNAHCEPHA3IAUNN MOXHO
NpoBEeCcCTH MO KAaTAMHECTHUNECKOMYy aHalinly BapHaHTOB TexdeHns 3abone-
BaHnA, KOTOPuM Mb cgenann y 97 60AbHEX (MCKANYAR CNyvan neTanb-—
HOCTH Ha NEepBOM TOgy MW3HW, XOrga KAMHMUYECKAN MAHMOECTAUNA nNpo-
Texana cTpeMnTenbHo), Buapnenne He MeHee Tpex noxa3laTenen (peHT-

reronornyeckas kapTuna, OBA, guxaTenbHan HEJOCTATOMHOCTL, fEOMUNT

Maccw Tena, creatopes, prolaps recti M gP.) C NONOMATENLHOM gHHA-
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MUXOW pPACUEHMBAnOCh HaAMW Kak XOPOWWR pe3ynbTaT nevenns., B tex cny-
4aAX, KOrza NEpPevYNCNEeHHHEe NOKa3aTeNnn He M3IMEHANNCH MAN H3IMEHANUCH
B NONOWMTENbHYH CTOPOHY He Honee jgBYX nokasaTenen, pesynsTaTu ne-
YeHna pacueHnBanuchb kKak ygosne%sopuTerHue (cTabunn3auns NaTonoru-
yecroro npouecca). OTpuuaTEnNbHAn gHHAMHUKa XOTR 6 OgHOTrO M3 OTMe-
YeHHBX noKka3aTenen TpPpakToOBanacCb Kak HEyjOBNEeTBOPUTENbHHA Pe3yAb-
TaT (nporbeccnpoaanne)_

Kax BugHo u3 Ttabanmunm 9.3., y GonbunHcTBa gAinTenbHoe BpeMa Hab-
nugaBwuxch Gonbhbex (73,1%) yranocb pO06UTbCA 6ENArONpPATHOrO TeHeHus

Tabnuua 9.3.

BapuaHTu TEYEHNA MYKOBHCUNgO3a

KonnvecTtBo GoabHBX
BapuanTu
abc, 3
Yaywwenune 33 34
CTtabunnaauns 38 39.1
Nporpeccupomanne 26 26,9
Bcero 97 100

3aboneBannn, Y 60nbHHX CO cTabuan3auvein npouecca NPn COXPAHEHHM
@H3INKANbBHBX H3MEHEHWR B NEerKuX COXPAHANCH KAWenb, NPEeNMYyWEeCTBEHHO
CyxXoW, nepunogn4eckin, He vawme OfHOTO pa3a B rog, Habnawganacb akTu-
BaUuna BOCNANMTENbHHUX W3IMEHEHWW B OCHOBHOM NO GPOHXUTHHYECKOMY TuURYy
nnn yxypwenne xapakTtepa cTtyna. OgHako ¢ TrogaMu NPORBAEHUR THOMHOM
MHTOKCHUKAUNN, [HXATENbLHOM HEegOCTATOMHOCTM HE HapacTanu, M He Hab-
nOranH NPUCOSJUHEHHR OCNOKHEHWRH, YBENUHEHHR CTPYKTYPHbX M3IMEHEHUN
B nerknx., B 370l rpynne y 4acTn EONMbHHX OTMEYEHO yMEHbWEHHWE COogep-
HAHWHHA XNOPHJOB B NOTe, NPH 3TOM Y 6 M3 HNUX KOHUEHTPauus xnopa
HOPManu3oBanacb. ¥ OCTaNbHbHX YPOBEHb AXNOPHZOB OCTAancs 63 niMeHe-

HUM

Y 33 6onnHuX HaMu OTMEYEHO ynywmeHne, TO €CTb MB HAGANganAM no-

NOXKNTENbHYH pgHHAMMKY K HTO BHpPamanocb B nTnKBUHgaunnu aKkTHBHOCTH BOC-—
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NanuTenbHOro npouecca, CTHUXAHUW KAWAR, YMEHbUWEHWW WX NpexpaweHnn
oTgenennn mokpoTa., Obocrpennn 3abonesaHns He PErucTpPHpPOBANOCH Ha
npoTawennn 2-3 net. XapakTepHO, HTO B 3TOM rpynne 60nbHBX nulb y
3-X cogepwaHne XAOpMZOB NOTa 0CTaBaANOChb Ha WCXOZHOM YPOBHE; Yy 0C-
TanbHBX OHO noHW3nnocb (y 12 gO HOPMaNbHBX MAW NOTPAHMMHBX UMGP).
OgzHako cnegyeT WMMETb BBURY M WHMBUgyanbHwe konebaHuns XnopugzoB no-
Ta Yy GONbHBX MYKOBMCUMZO3OM, Tak y 4HacTn NAUMEHTOB C XPOHNHECKUM
6pOHXONEroNHBM NPOUECCOM, BHRENEHNEeM MHKPOG®AOPH M3 pPeCcnUpPaTOPHOroO
TpaxTa B TevYeHne roga OTMeuanocb kxonebanme 3Toro napamerpa ot 40

’
5o BO mmons/n (Helwich et al., 1986).

Nony4eHnue gaHHBE NOKa3an® BO3IMOXKHMOCTbL MCNONB3IOBAHWMA NOTOBOTO
TECTa He TONLKO B KAYECTBE KPUTEPHR OUEHKN CTENEHN THRECTH MYKO-—
BACUNLO3Q, HO M fNR NPOTrHO3IWPOBAHKR 3BOANUMK NATONOrUNECKOro npo-
uecca, YnyqmeHne XNNHUNECKNX NPOABNEHUN N TEHJZEHUMR K HOPManusa-—
UK YpoBHEN XNOPMZOB NOTA MOXHO pPacueHmBaTb M KaK KOHCTATaUMW ne-
Pexoga THNUYHBX GOPM MYKOBMCUWgO3a B CTepTyw, aOOPTuUBHYW,

He cnyuyanso, nosToMy, B nocnegHume rogbh mu BCE Hawe nepegaem na-—
UMEeHTOB nojx Habnwgexnne Bpaven TEPAneBTOB M TE&M cCaMaM cnocoBcTByeM
paspyweHuni OgHOTO N3 MUOOB W TEPaAnNeBTNMHECKOro HUIMAN3IMa B OTHOWE-
Hun MyroBucungosa, Taxum o6bpa3om, B pe3ynbTaTe HaKkONnAeHus|a Gonnwo-
ro OnNHTa nNepBOHAaYalNbHWR NECCHMNU3IM HAaYanl CNagaTb, OfHAKO HeOoBXROgM-—

MO nNpunaraTb BCe YCHUIKA, YTOBN FTa TeHgeHUuUNna nNpogonxanach,



193

DB CYHAEHUE TONY UEHHBRX PEI3Y AbTATOSB

lporpecc MEgWUMHL noBnex 3a COBOM HE TONbKO PEWeHMe MHOTMX BON-
pOCOB PACNO3HaBaHWR, NEHEHUA MHOrOuYNCAenHnx 3abonesBanun, HO W NpH-
pen k ToMmy, 4TO B cepegnhe XX Beka, Korjga KIMTMHMHECKAR MegHunHa, U
nexnaTpHf B HAaCTHOCTH, Ka3anocCb &b 3aBepWwHnIn CNHCOK HO3ONOrMMEeCcKkUX
®opM BoneaHnen, BgPyr 3afBNRETCH O NOABNEHUM HOBOTO FOCTATOHHO pPac-
NPOCTPAHEHHOT O, TFEHEeTHYEeCKH geTepMHHHPOBaHHOro 3abonepannn, bDonee
TOro, Ccpa3y nocne 3TOT0 TeXHWHYECKkMh nporpecc otecnequn HOBbe YCno-
BMAR M3Yy4HeHua u npobnema MYKOBHCUMLO3a 0OKa3aNachb CHUHIBHO NPOABUHY-
TOM B KAWHUHECKOM, NATOrEHEeTUHEeCKOM, TeHeTHHeCKOM M gpYyTrni OTHO-
wewnax, C gpyrom CTOPOHH, NEPBOHAYANbHBW NECCHMU3IM B OTHOWEHMH JaH-
HOro 3a60NTEeBaHHA COXPAHRAETCR ® B HACTORUEEe BpeMs, HECMOTPSR Ha Ha-
Konnenne Bce HO0AbBWEro ONHBTA ZHATHOCTHKM M NTEHEHMR MYXOBMCUUO3A,

MykxoBHCuUM 03 — NONMHMOPPHOE M TeTEepoOTreHHOEe NO KIHHHKE (BHPaNEeH-—
HOCTH, CTEeneHn TAREeCTNH W gp.) reneTunveckoe 3aboneBaHns, TO e€CThb
EE®EeXT npegonpegenen eme go poxgeHns pebenka, Oguako HaMm yganochk
YCTARHOBHTbL, 4TO ganexko He y Bcex 3aboneBaHme HAYNHANOCL C poMge-—
Hué, Y MHOTHX GONbHHX KNAMHURWECKAR KAPTHRA npeTepnena ONpegeneHRyr
3BONMNUNK B BHgEe TPAHCOOPMAUNM K AHHUHECK X vopM Gone3Hn, M3IMeHeHnuns
ctenenn TawxecTn, CnejgoBaTenoHO, NO-BHINMOMY resetTnieckue ®axkTOPH
He aABnARANTCA abCONMWTHO goBnewmumn., Ha OCHOBAHUM 3ITUX paccyHgeHun
MOWHO NOCTPOMTL TUNOTETHRECYYH GOPMYNY, UANKNCTPUPYRUWYH COOTHOWE-
HWE TEeHeTHHEeCKHX M IXONOTrnvYecKknr ©aKkTOopoB:

OM=(Hm, . ., , L6 +Cm, . .. .) -~ (H, ,.. +C ., ,.), rge &M - oernoTHn. no
NpU3HaKky MykoBucumposa; HM, ... - HacnegcTBEeHHHE @AKTOPH MYXOBHCUM-
go3a; Cm, ., . — cpepgoBuHe HeHNATONPUATHHE @®AKTOPH (gnera, NHEBMOWNSA,
WHoexuus u T.x.); H.... - HacnegcTBeHHHe GNATONPUARATHHE GAKTOPL;
C.... - cpejgoBhue HnAronNpuATHHE ®akTOPH (gneTa, newenné‘ ZMHCnance-
PH3AUUA ©U T, .g. ).

W3 gannon mogenwn cnegyet, wto ecan (Hm,, . + Cm,, . )>{(H, .+ C . ),
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To npoaBnexHne 3a60NEBaHNA HANUMUO, A E€CNH B JAHHOM YyPABHEHWM NOCTa-
BHTb 3HAK = MAU <, TO GONbHbE EYygyT GEROTUNUMECKH €Cnn N He 3g0po-
Bw, TO no XpaitHen Mepe MMeTb nerxoe TeuweHune 3aboneBanunsn. 2TOon @op-
MynoO#, KCTaTh, MOXHO OODBDACHNTbL M KNUHMUNECLKMA NOAUMOPOUIM MYyKOBMC-
ungosa, C NpakTUHeECKOM TONKM 3PEeHHsa gnNR Bpata BANHO pPewaTb BONPO-
Ch yMmeHbuwerns e¢akTopop CM W ycuneHnna ¢arTopoB C. A B nHacTogRwmes
BPEMA NOABHNACH CTPATErM4ECKan BO3IMONHOCTb YMEHbWHTb JaBNEHUE o3K-—
Topa HM 3a cCueT MONEXYNAPHO-TEHEeTNUHeCKNN MeTOgOB M NPpeHaTalbHON
gnarnocTukn, TNoka TPygHO CpenaTb BWBOX, B KAKNX CAYHARX MOXET np-
TH pe4b O KNMHMUNECKOM BHIJOPOBNEHHN W MONET nn BooOGwe 06 3TOM Mg-—
TH pevb.

B coBpemMeHHBX YCNOBHAX NAPARNAENBHO C JOCTHMEHNAMIt B NOHUMaHUMK
NATOTEHETUHECKNX MEXAIHNU3IMOB MYKOBNCUMZO032 OTMEHaANTCRA Yycnexuw B 06-
nacTH pacno3HaBaHNR OGONEe3HW n ee nevennn, [lpexge Bcerc B HOBOM
cBeTe npegctaeT KAMHNKA NOPANEHNA Ka3anocb Ob XOpPOWO H3IYHYEeHHBX Op-—
TAHOB N CNCTEM, HO TAaKNe OTKPHWBAWTCR BCEe HOBHE KAWHUYECKUEe TPaHu
MyxoBucungosa, Takon nNnaToMopeO3 KAMHNUKHM MOXHO OELACHUTL MIMEHEHU-
eM BO3pacTHOM CcTpykTypuw. C OgHOR cTOpOHb Haunbonee Tamense SonbHbe
C Knaccuveckon KxapTuHOn HOnNEe3Hun, cxopee BCero nMmewnwne B reHoTune
MamopHme MyTauun, nornb6awT B paHHEeM BO3pacTe (NpenMywecTBEHHO Ha
neppom rogy #n3un), C gpyron — yBennvernne NPOJONKNTENBbHOCTH XU3HH
GONbHBX OBYCNOBMNO NONMMOP®U3IM KIMHHKK,

Kax Ham yganocb ycTaHOoBHTb, C BO3pacToM o06oCcTpeHne 6porXonerov-
HOT O npouecca NpPpM MYKOBHCUMgO3 € BCEe 4Yalle npoTekaeT No OpOHXUTRYEC-
KOMY THRY, K 4TO CBR3&HO He CTonbko C MMMYHONOTMNMECKUMNU MAW WRBMH
CEBHTaMn, KOTOPHE HE OTHHMANTCHR BO BCEX BO3PARCTHBN TEpynnax, cKkolb-
KO, NO—BHZUMOMY,6 CO CTENEeHbR IPENOCTU UHTEPCTHUMANBHON TKAHW Ner-
koro, OTnnuneMm pecnupaTopHOro éunapoma npuM NerovYHon goopme OT Ta-
KOBOTO NPU CMEWAHHON ABNAETCR TONLKO NOBHWEHHARA 4ACTOTa NOB-

TOPHBX NHEBMOHMHYECKHX BCcnwwexk, Xapaxrtep 6ponxonynbM0Haanoi« nHoex -
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unn y HonbHEX MYKOBHCUHZO3O0M B3aKAKW4HaAETCR B.npeoﬁnaganuu Ps.aerugi-
nosa M Staph.aureus, MTO H& OTNMHAETCHA OT gaHHBX gPYTHX aBTOPOB,
TOoCTORHHOE WAKM JANTENLHOE NEePCUCTHPOBanne BAKTEPHANHHON MH@exuun
HEe MOXEeT He BH3BaTb OTBET CO CTOPOHB UMMYHHOW cuCcTemb, Tak perunc-
TPUPYWTCA CABUIM TyMOPANbHOTO M KNETOYHOTO MMMYHMTETa, OfHIKO 3TH
N3IMEHEHNA HOCHAT HEeCneuMonyvecCKknin XapakTep M ABAANTCH OTPpameHnem o06-
webnonornvyeckon peaxunn OPraHM3IMa HA NPOHUKHOBEHME HYHEPOgHON Te-
HeTn4Hecxon uHeopmaunn, lapannensHOo 3TMM CIBHUTraM NPOHCXOZAT N3IMEHEe-
HHA MHOTMX PEerynaTOPHHX CHCTeM, B 4acTHOCTH, HaM yganoch OTMETKTB
NPOUCXOfAMYHw B OPraHMiIMe 3KOHOMW3AUHNW KnucCcaopoga, CONOCTABNAR 3TH
ZAHHBE C pe3ynbTaTamMn, NONYHEHHBMW NPU HCCNEegOBAHMM 3HLOKPHUHHON
CHCTeMb, Mb NPUXOgMM K BHBOZY O TOM, HTO OPraHM3IM OONbHHXY MyKO-—
BUCUN030M nepexognT Ha ©0nNee HU3IKNN >HepreTtryvyecknn ypoBeHb, He-
COMHEHHO, HTO 3TH N3IMEHEHNA HOCAT BTOPHYHHUN AZANTHBHHIR NRAPAKTEP,

CTpaxyf TKaHM W KNIeTKn OpraHnimMa OT 4Hpe3IMepHOro gna Hero ypoBH®R

mMetabonn3ama, B pe3ynnTaTe CTARHOBATCA NOHATHHMU MHOTHE KANMHHYECKHE
NpoABNEHNA MYKOBHCUMZO3A,

"BaXHO NOAYEPKHYTL, 4TO GONBWMHCTBO MCCNEFOBAHHBX HAMM napaMmer-
POB XOPpPEenNMpPOBANO CO CTENEeHbN TAaxecTn 3aboneBannn, B nepByw oue-
Pesb H4eTKO NPOCNexnBaeTCA 3IABUCHMOCTbL TAKECTH MYKOBMCUMZO03A C Ha-
nninem nnn orcytcrenem del F508 B renotune 6onbubux, CoOTBETCTBENH-~
HO CTeneHn TAKEeCTH H3IMEeHANNCb NOKA3ATENN MYKOUMNIMAPHOTO KAMPEHCA,
®YHKUNRA BHEWHEro pHXaHWS U JPYrue TecTw, B CBA3M C 3TUM MOMWHO YyT-
Bep¥gaTb, MTO Takne noxalzaTtenu xak PFM, 5a02, KU, caxapunoBbn
TECT ABARNTCR HALEKHBMU, NPOCTHMHU, HO 30QEKTHBHLBMH TECTaAMH KOHTPO-
nAa 3a COCTOAHNEM OGONbHBX MYKOBMCUMZO3OM,

PenTrenobpoHxonoruieckne npu3aNaku, nOAyweHHBE HaMKH Yy GONbHBX
MyKOBHCUM JO30OM, HE MHMENT CNEUNEPNYECKUX YEepT, HacTO He COBNaganwT ¢
PN3nkanbHbMH gAHHBMH M NOTOMY JONXHH PRCCMATPHMBATLCR B JHATHOCTH-

HeCKOM KOHTEeKcCTEe nnhuwb B COBOKYNHOCTHN C gPYTMMH KINHHUHECKUMH M na-
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paknuMHuvNeckumn napameTpamn, IIpn 3TOM crnegyeT 3aMeTuTb, HTO CO Bpe-
MEeHEeM NPpOoNCROgNT HBONWUHA PEHTrEHONOTrNYeCcCKkUX W3IMEHEHHR B NEerKkux
Kax B NONOMMTEAbHYR, Tak W B OTpHUATEAbHYNW CTOPOHY.

OTpaMeHneM KapgMHARNbHOTO M3IMEHEHHUR OYHKUNOHWPOBAHUSN aNHK&NbLHOR
MeMbpaHb pecnnpaTOpPHOTO BHHTeAHH aBnReTca 4acToTa nopaxenns NOP-
opranoe (67,3%), npuiem C BO3PAcCTOM NPOMCXOgMT HapacTaHne 4acToTd
XPOHUHECKOTO CHHYHTA M nOoaAMno3a Hoca,

Bcm cucTema nuwebapuTENbHHX MENE3 npegcrtaBnaeT cobHon UEeNnoCTHOE
aHaTOMHMECKOE W OYHKUMOHANbHOE €JMHCTBO M NOTOMY HapyweHuns B nwb6OM
ee 3BeHe NPAMO HAM KOCBEHKRO BAMRAWT gPYr Ha gpyra, ObrapyweHHne Ha-
PYWEHNA B OYHKUMOHANLHON JEATEALHOCTH CNOHHBX Hene3 Npn MYKOBUCUM-—
f03e, 3aBUCRAUNE OT CTENEHH TANECTH HOnNesnHn noKa3lann HavaldbHbBR 3Tan
HapyuweHui Ha NYTH NEepPeBapHMBaHNA M YTHAN3AUMK NHUEeBbX BewecTs., W3-
MEHEHHUR SNEKTPONHTHOTO COCTAB& CMEWAHHOW CNHHL RBARETCH NPHUYUHONM
3IHAYMTENLHOT O HAPyWEeHHA TBEepgbX TKAHEW nonocTn pra. B xoge nccne-
HIOBAHNA @YHKUHM CNOHHHX NEene3 HaM ypanocCb BLABUTL H3IMEHEHHS MOpPe®O-—
ONTUHECKNUN CBONCTB CNHH, HTO MOMHO CHHTATb CYMMAPHBM BHPaXEHHEM
HapyuweHna cexpeunn pa3InnyHLX BewmecTB rnaHgynouuntamn, Kax exasanoch
ZAHHBN METOpx MOMET BLNONHATL 3afa4YN JHATHOCTHHECKOro TecTa MYKO-—
BHCUNLO3a, AHANOrnMuMHyw 3agavy MOXET pewaTb ONpegeneHne arperaunoH-—
HoX CBOMCTB TpPOMBOUNTOB B OTBET HA gUAKWUNK GH3NONOrMYECKUM PaACTBO-
pPOoM,

NTopaxenne nevenn - vacToe npomBnenne Mykobucumgosa (y 53 ,6-
84,2% 6onbHEX), OgRakD OHO He OKka3wBaeT CYWecTBEHHOTr 0 BINAHUA Ha
NPOrHO3 XNU3HM nan 3abonepannn, OBWENPUHATHE MapKeph NOPaXEeHHWK ne-
HEeNH, Takne Kkakx CTaHgapTHa®| renaTtorpamMma, YPOBEHb GEPMEHTOB B KPO-
BN, He MOTryT CHMUTATbCA AMATHOCTHYECKH 3NAHYUMBMM NPH MYKXOBHCUMgO3E,
3HaunTenbno Gonbwne BO3MOKHOCTM B 3TOM NNAHe NPegOCTABAAKNT onpejge-
nenne cwpopoTovHOoroe AQIl n ynsTpasBykoboe ckannupobanue, [ipn 3TOM

NPegoCTaBNAETCA BO3IMOKHOCTbL JWATHOCTHKW XONEenaTun u Xonenurtmasa.
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Kakx Ham yganocb YCT&HOBMTb, NPHYUHOR TAKOro JOBOMLHO 4acToro
cungpoma, xak apTponatua, (y 11,82% GonbHux) aBnaAeTCcs crywenne ne-—
PMHEBPAnbHOM KMNZKOCTH, HTO CTARBUT gAHHBW CHRIPOM B PR C OCHOBHH-
MH NPORBNEHMAMHM MYKOBMCUWNZO3a W no3ponfeT Honee WMPOKO TPakTOBAThH
XKaK KJAWHUKY, TaK M NATOYH3INONOTHW 3>TOro 3abonesanns,

Mayuenne knnMHMHECKON KAPTHHB MYKOBUCUMO3a Yy B3IPOCAHX M NOg-—
POCTKOB NOKA3ano, 4TO0 C BO3PACTOM NPOWCXOIHT CrNaMMBaHWEe MaHnaec-—
Taunn S0N€s3hu, NPH 3TOM BO3PACTAET KONMUNECTBO PegkWX NPOKBIEHMN
3aboneBanna MU OCNOXHEHnN, HaMm yganocb 3aperucTpupoBaTb CHMATOMD,
CBOWCTBEHHHE TONLKO NOJZPOCTKamM n B3pocnuM., B ocHoBHOM 3TO racaeTcs
pPenpogyk TMBHOW CHCTEMH: 3agepwkxa NONOBOro pasentng, becnnogne,
XPOHWYECKHN NPOCTAaTHT, Becbma BaXHuM, Ha HAW B3rnAfy, ABARETCR NOC-—
TYAWPOBAHHE TOrO NONOKEHHRA, HTO CHMNTOMB MYKOBHUCLUH{O3a B3POCHBX
CXNagbwBAaNTCH HE TOAbBKO W3 CAYHAEB NPOUCTEXKANWUUAX N3 PAHHEro geTcro-
ro BO3pacTa, HO TARKKE BO3IMOKRHO HANHANO KNHHHYECKHX NPOABASHMH B rOo-
pa3go Gonee no3ghem BOo3pacTe, Ckopee BCEro 3TO 3aBUCHUT OT HANHYMNA
B TE€HOTHNE HEefNOOePEeHUNPOBAHREX MMHOPHBX MyTauun, Tak unan ruave,
ANA MHTEPHHUCTa HeoSXOogMMO 3HAHWE 3TOro ¢akta, 1o kpanHen mepe 3TO
ZONKHO 3HAYWTENbRO PACUWNUPATb KPYr gWATHOCTHHECKOTrO NONUCKA MYKOBHC-—
ungo3a,

Lo HACTORWEro BPEeMEeHW NPegnaranocb HECKONbKO BAPHAHTOB KNACCH-—
®MKQUNN MYKOBHCUNZO3A, 4TO, NO—BAguMOMYy, HHNO CBRA3AHO C HegocTaT-
KOM HAWMX 3HAHUN, W NOTOMY JAHHHE KNACCHOMKAUHM NPH BCEX CBOMX
EOCTONHCTBAX HE 66BN nnweHn HegocTaTkoB, K npumepy, xnmaccunomnkauus
npegnoikennana H W KanpanoBbm (1936) oTpakaeT B OCHOBHOM NYNbMOHONO-
rpyeckune acnexkTn., YYRTHBAR gaHHbe NNTEpPaTypn W COBCTBEHHHLH ONHBT Mu
Pa3paboTann BAPHAHT KNTACCHOUKAUNN, KOTOPHW HE npeTeHgysa Ha 0cobyw

OPNTNHANBHOCTL, CHNYXUT ONOPOM B HAWEN NPAKTHUNECKON JERTENbHOCTH

(Tabn.10.1.).



Tadnunua 10_1.

PABOUAS KNACCHOMKAUWME MYKOBUCLMAO3A

DA3A U XAPAKTEPUCTUKA U3MEHEHMURA CTENEHD | BAPMAHT
AKTUBHOCTD TAKECTWN | TEUEHWA OCNOMHEHWA
™R NPOUECCA |bDponrxonerou- |[FacTpounHTecTn-—| lpounx
OOPMA HHEX HANBHBX
Tununanon: O6ocTtpenne |bponxur fTopaxenne ne- [CurynT flerkas Nporpec- |/lerovune:
THeBMOHNR Yenn (XpoHn-— Nonuno3 curpoBaHune
Mexounansnuh | Pemuccunna THeBMOoCKk nepo3 | yeckunn rena-— HOCa Cpeguen Abcueccn
nneyc Smonzema THT, unppos, AuvcTtpoona (TaxecTtTn (CTabuan- (llneBemMo- ¥ nno-
Nerovunas ATenexTtas XONEUNCTHT) ApTponaTtnsa 3aunes NHEBMOTOPAKC
Knmeunag AxTHBHOCTL: | KncTo3 JHTeEepokoOaANnT Tpoctatnt [Taxenasa KpoBoxapranse
nerxoro dx30xpPHHHaG Ynyvue-
AnccounnpoBan-— mManas Hej o0CTaTOM— Hue Buenerouune:
HbW cpegHfasa HOCTb nogxeny-—

CMeuwannasn
OTevHo~
aneMpueckasn

ATHNNYHDN:
ASopTuBHAR

IONHOR xenesw
Cnanos

Nerounoe cepgue
JXBUBANEHTH
MEXOHUAALHOT O
nneyca
HeeoponaTtna
MnoTupeos
Cazapren gradeT
d3pennas
bonesnb
3300arnT
Xonenunrtunas
NTopTanbnanr
runepTeH3uny
AmMnnmongoz
Cagepwka nono-
BOTO Pa3BUTUR
Bbecnnogune
MacTur

Kepatur
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KaHHa® pa6oTa UENNKOM NOCBRUWERa MEeFMUMHCKOW npobneme, OLHAKO
HTOEH BHECTH TEPMWHONMOTMMECKYR ACHOCTb HeoHEXognMo npoBecTn Hebonb-
WO NMHTBACTHHECKMIH ananni, naMaTys M3IBECTHOE NpPaBuno QnrreHmTeﬁ-
Ha: "To, 4T0 BoOGme MOMET 6bTb CKA3aHO, JONKHO 6BTb CKXa3aHO RCHO,
06 ocTanbHOM cnegyeT Mon4aTbh” . Reno kacaeTcs TOro, 470 B HEKOTOpPLX
AUTEepaTypHBX HCTOYHMKAX MCNONBIYNTCA Takne TepMHHb Kak abopTuBHaANA,
cTepTas MAW NaTEHTHAR ®OPMa MYKOBHCUMO3a, Wtax, cnosapn (C.¥N_ Oxe-
roe, 1972; SHunknonegnHeckum CnOBAPb XKAHUHMHECKHX TEPMWHOB, 1982;

NaTuHcrOo-pyccknin cnopapb, 1976) npakxTu4veckn OfgHO3HAHHO TPAKTYwT

3TN ONpegeneHnsa: NaTEeHTHLR (latens, latentis) — ckpwThn; atopTnbB-—
Heit (abortivus) - He fOCTHTWMM NORNHOTO pa3BuTs (Hanpumep, abop-
THBHARA ¢OpMa GONE3HM); CTEPTHM — HCHEe3HYBUHN OT KAKUX-—NWE0 BHEWHNR
NPpHanH,

Takum 06pa3oM, OHNONOTrAMECKMI aHANN3 NOKAIWBAET, HTO eCcnn 3TH
TEpMMHN M HE NONHOCTbK TOXZECTBEHHB, TO NO KpanHen Mepe BecbMa
6nn3kn, 3TO0 gaeT HAM OCHOBAHNE OCTAHOBMTbLCHA Ha OgHOM OnpegeiieHnn -
a6GOPTHBHRA U TEM cCaMbM YCTPaHWTb TEPMHHONOTHYECKYWw nNyTaMuuy, a
TAKMe gaTb OZHOIHAYHYH KAMHMHUECKYHW TPAKTOBKY 3TON ®OPMb MYKOBUC-—
umgosa,

CnegyeT ewe pa3 OroBOPHTLCR, 4TO THNH MYKOBHCUMZO3A HEe eCTb
HTO-TO 3acThBWEE (3TO NONHOCTbBW OTHOCHMTCR M K KJNNHMUNECKHM oOpMam),
a C TeveHneM BpPeMeHn MOTryT TPAaHCQOPMHPOBaTbC® gPYyr B gpyra. lapan-
NennHo KANHUUECKON TPAHCOOPMAULMK Yy HAaCTH HONbHBX NPONCXOIRT HIME-—
HeHHe KOHUEHTPAUMM 3NEeXTPOANTOB noTa, HaMm yganocCb nopgTBEpagnTb ®e-—
HOMEH BNTUAHNA TOPMOHA NPONAKTHHA HA GYHKUMK NOTOBLBX Xenes W npogon-
MHTb gaAHHOE NCCRnegoBaHMEe, YCTAHOBHB KOPPENRUNIK MEeXgy KOHUEHTPpauneh
xnopngoe nota I u crtenenbi TaxecTn myroBucuugo3la, 3TO OTKpuBaeT
HOBYW TpPalb B Perynfaunu genaTenbHOCTH IKIOKPHUHHBX wene3, Takum ob-
pa3oM, Hapagy C pelleHneM 3agad gHATrHOCTMKKM nNOoToRas npoba gaeT BO3I~

MOXHOCTb CYgUTb O CTEeneHn TaXecTH NaTonors#deckoro npouecca u ero



HanNnpabBnNeHHOCTH ,

Onpegenennoe gMarHOCTHHYECKOE U NPOTHOCTHUHECKOE 3Ha4YeHne MoxeT
UMETE M WCCNegOBaHWEe TaXxoro NEerxOKOHTPONNPYyeMoro reHeTuyecxoro
Mapkepa, Kak aHTMTEeHB TrucrtocoemecTumocTu cucTtemo HLA.

Kputepnamn ab6opTMBHON ¢OPMD MYKOBHCUMZO3a Mb cHMTaemM: 1) noag-
Hee Hawano W nerxoe TeveHne HoOne3Hn; 2) 3aMacKkHpOBaHHOE TeueHHe
(xoneuncTnT, NPOCTATHT, HPOHXMANbHAR] AacCTMa W gp.); 3) n3onupoBau-—
HOE NOoPaXReHne OTgeNbHbBX OPraroB (HanpMMep, BLHNAgEHWME NPAMOR KHWKH
cHnanos n gp.); 4) oTcyTcTBMe nporpeccunpoBanua 6onesnun; 5H) peungun-—
BApPYyRWHE NOHOCH #H T.N, ﬂpaxTuHecxnm BUWBOZOM M3 3TOro ABARAETCA pPac-
wHpeHne XOHTHHTEHTa nnu gna obcnegoBakn®@ HAR HanWine MykoBuCuKgoO3a
K&K Ccpegn geTen, Tak N B3POCAHX C MOHOCHMMNTOMATUKOR,

B cBR3n ¢ BuweckasanHuM Mb ONPEeZEeANWNTN TPYNnb gMAarHOCTHHECKOTro
NOMCKa Ha npegMeT BHABIEHWA HONbHOBX MYKOBHCUMgO3OM (pa3yMeeTca 3a
McKknwyennem 60NbHBX C XPOHWYECKOM AEroOMHON naTonorven w/uam 3K 30—
KPUHHON HEROCTATOMHOCTLNW NOZNENYgO4YHOW Nene3n):

- PEeunguBRpyNUNnH CNOHTAHKRBM NHEBMOTOPAKC;

+— XPOHWUYECKNN CHHYNT, JANTEAbHO TeKkyunn, TPYAHO NOZa0WUACRH Te-
Panun, c BhgenenneM Ps. aeruginosa u Staph.aureus;

- NOoAWNO3 HOCa;

~ XpoHnvecKkunn napenxnmaToinuh NapoTHT, CHANO3, KMNCTO3 CHAWHHBX

xenes;

XPOHUYECK NN renaTnTt, UMPPO3 nNEeveHn, XonenntTunas,

XPOHUYECKUN 3I300arnT;

- caxapHbn gunaberT;

— BbNtageHne NPpAMON K MWK MK ;

- PEUNINBRPYRWKH KEPATHT;

~ XPOHUNECKUIM NpPOCTaATUT,

A0 HAcCTOAWEro BpeMeHM NevNeHNEe MYKOBMUCUHO3a B OCHOBHOM natore-

HeTHHeCcKkoe W HanpaBNeHO Ha BTOPHMUYMHbE U TPETURHBE OCNOXHEeHUR;, B
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HacToAmee BpPeMRa Mh TONbKO CTOWM Ha nopore pa3paboTKW pagukanbHOW
Tepanuu, nocne BHEgPEeHHA KOTOPOM, BRPONEeM, OCTaHeTCR NoTpebHOCTh
B yMEHWW pacno3HaBaTh M 7€4NTb MYKOBUCUMgO3 B nwbom BO3pacTe. SHa-
HUe RpoSneMb MyKOBHCUMZO3a OTAMNAET W 6ygeT OTAMNATb Kakgoro 3py-
IMPOBAHHOT O BpPaua,

AHanu3 nnTepaTyph WM NONYHEHHBE HaAMW gaHHBE RO NATOreHesy Myxo-
BUCUNZO3a M oapMakOgHHaAMHKEe W GaAPMAKOKMHETHKE pRAga cpepgcTB, a Tak-
Me cOoBCTBEHHBN ONBT NeveHnsa, gaeT HaM OCHOBAHMWE ONPEEANTbL NoKkasa-
HUA M NPOTHBONOKA3AHWA NS NPUMEHEHUA HEKOTOPHX NpenapaToB B Tepa-
NHN MYKOBHCUMgO3OM, DONbHHBM MyKkoBUCUNMZO3OM 2BCONWTHO NPOTHBONOKa-—
3aHL NPOTHMBOXAWTEPHe CpejgCTBa UEHTPANbHOTO gEMCTBUA, NOCKOAbBKY Ka-
wenb XKOMNEHCHPYET HejoCTATONHO >weexTubHbn MK, HeGnaronpuatHcoe
BANAHNE Ha geaTenvHocTb MUK vepes nobpbweHue BRA3IKOCTHM MOKPOTH MOCyT
oKasaThb npenapaTh, CcOgepxallne AaTpPonmnH (conyTaH) uman obnagawmune aT-
ponnuHonozo6HbM 300eKTOM (nunonbeen n T.n.), UYTOo xacaeTcs aueTnnuuc-
TenHa, TO KaK NOKa3aln HAWN JAHHBE 3TOT MOWMHBW MYKOAWTHK NpPW npume-
HeHWU ero B a3PO30NE HE 0Kka3bBaNl CYWEeCTBEHHOro BHHHHMH_.HOBTomy Mb
nepewnn TONbKO HA OPanbHOe ero npumenHeHne, NONORNTENbHOE BINRHKE
Ha ®YHKUWW UWUITNAPHOrO INUTENNS] MOTYT OKAa3aTh GPOHXOANTMKM M3 Trpynn
betacnuMnaTomMuMeTnkoB n MeTnnkcanHTnuoe (Kattan et al., 1980). No na-
WUM faHHBM WCNONb30OBaHNE BPOHXOZMNATATOPOB, Kak M kncrnopogoTepanus,
onpaBganb nNaToOreHetTnwecku, B nocnegHee BpeMs NORABUNINCH coobBwWEeHHs O
NONOMUTENBHOM BAuAHNN ATH Ha UNAIMAPHYW aKTHBHOCTb BBOJUMOTO aspo-—
sonbubeM nytem (Stafanger, 1989).

YYNTuBafR OCOGEHHOCTb MUKPO®NOPH JHXAaTENbHBX NYTEen NPNM MyKOBHUC-
LN JO3E&, MOXHO NPELNONOXATb, HTO COBPEMEHHOE NOKONEeHne npenapaTosB,
obecneunBanmM Ha NPUHUNMANANBHO HOBOM ypoBHEe MMMyHu3auuw (Broncho-
munal, Ribomunil), okxawyT nonoxntenbnoe Bo3gencTBue, TeMm Gonee,

HTO OHM cnocobnb obecneunsBaTb 3awnTy oT Haemoph.influenzae.

MCXO}[R M3 NaToOreHesza KNeTouvYHbBX Hapymennh np® Myxosmncuumgosle #
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NPHYNH PRIBEMTHR NEro4Horo cepgua, Mb nposenu anpobaunw Bnokatopa
XanbUNEBHX KAHANOB HNOGELUNUHA, KOTOpas nNoka3lana €ro NONOXHTEenbHOoe
BAWAHNE Ha KAPLHOPECnNHPATOPHYW @YHKUWW, 4TO Bupaaunogb B ynyiguwe-
Hnn napametpos KWUI.

B cBR3M C NORBNEHMEM HOBOTO NOKONEHNR NAHKPEATHHYECKHUX PH3INMOB
Tuna Creon M T.Nn. OTnagaeTr HeoBXOgMMOCThb MCNONbL30BaHMs 6n0KATOPA
H2-peuenTopoB UMMETHMEHHA, Y KOTOPOro Hb/iN BHABNEHH HEeXenaTenbHuHe
ANA 6OMbHBX MYKOBHCUWJO3OM 300EKTH: CTumynauns sBopaboTkn IgG » MM,
BARSHHE HA YPOBE€Hb I'OHAJOTPONWUHOB MAKH CBRA3HBaHWE PELENTOPOB AHgPO-
renos (Brockmeyer et al., 1988; Bosman et al., 1990).

YCTAHOBNEHHAR HAMW NPHYNHA APTPONATHH NPH MYKOBHCUWgO3E npusBe-
na ¥ pa3paboTke MEeTOoga NeNeHMs 3TOro CulgpomMa, 3akdwyHawvwwerocs B
annankauun Ha 0BNACTbH NOPAKEHHOTO CYCTaBa CEeKPeTONMTHHECKOW Ma3n,
Anpobauns gaHHOro npenapaTa NOKa3ana €& BHCOKYNW 3PO0EKTHBHOCTbL: Yy
Bcex 60nbHuX HONEBON CHHIPOM HCHe3an Makcumym vepes 48 wacos,

Bonpoc o0 xoppexunn OBGHAPYWEHHBX HAMH BTOPHYHHX, CONPSAXKEHHBN H3I-
MEHEHHH HUMMYHHOW CHCTEMB, @®YHKUMM IHLOKPHRHRBX Mene3s HeobXoguMmo pe-
WaTb CTPOTr0O MHIMBHIYANbHO COOHPaA3HO CcTenenwn TamecTn HonelHm, BO3-
pacTa 6ONbHBX M TONbKO NoOcCne onpegenexHns TAKTHUKH 6a3ncHon Tepannn,

CpaBHNTenbHOE W3y4erne 300ek THMBHOCTH aMBynaTOpPHOro u CTaunoHap-
HOT O neveHns 3aboneBannn nerxunx y S0NbHBX MYKOBHCUMLO3OM NOKa3ano,
MTO aMbynaToOpHOE NeNeHne ABNREeTCH HEe MeHee 30PEeKTUBHEM, a ero cTo-
nMoCTb Menbwe, Kpome Toro, B nepunog neveHuma Ha gomy Honbrbe MOryT
BbNONHATb WKONbHHRE 3aganna nan paboTaTaskb. Kak nokxas3an HaAKONnNEHHbNR
 HaMu onwT, CO3gaHHan accouHaunsx poguTenen MOXET oka3aTb CywecTBeR-—
Hon Brknag B amMbynatopHoe nesenne (HecnnatTHoe obecnevwenHne ynoTpa3By
KOBRMW MHTANATOPAMU, MEARKAMEHTAMW, GnaTTEepaMu, CNPaBOvYHOM nnTepa-
Typon). Ograko, Mb CHMTaANAN, 4TO 3TO nonoxenne TpebyeT KOHKpeTu3a-
unp, # paspaboTann NOgXogb K BHABAEHNNW KOHTHURT@HTOB H0NbrbX, nog-

nexamnx am&yna‘ropuomy NeNeHN N NOKA3aHUN gNa TFroCnNUTanbHOTO neve-—
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HUS,

Tpopegennoe HaAMWU WCCNEegOoBaHMe NOKA3ANO0 HEeHAZeXHOCTb pPAga KOCBEH-
HbEX TeCTOB gAA gMATHOCTMENM MYkoBucumgosa, opaago BakHee npakTuUKky-
oieMy Bpauy, npHrnamawweM)y GONbHOCO CgaTb ONpPegeneHHoe KOMUHecTBoO
KPOBH 7R aHanu3a Ha Tunuposaxune HLA anTurenoB, onpegenenne AUN,
Apl, Ig'm T.n., gaTb NPaAKTHHYECKHWN COBET NO NEMEeHHWw, HAKM, HTO ewe
BecoMee, cO3gaTb aTMOCGEepy ONTHMMU3IMa gAR HONBLBHOTO C PUCKOM MHBAAN-
aM3aunn, /6eguTenbHBM gOKA3ATENbCTBOM 3TOMY ROCAYXWAA glR HacC Npo-—
Bepxa KOMNNEeHHCA NOCPegCTBOM AHKETHpOBAHMA poguTenen H0AbHEX geTen,

CnegoBaTenbHo, CBOEBPEeMEHHAR ANATROCTUKAR, NPOYUNTAKTUKA OCNONHE-—
HUR WM ARgEKBAaTHOE JT€4EeHNEe MOXET CYWeCTBEHHO COKPaTHTb MaTepuanbHuHe
3aTpaTH, CBRA3aHKHE C HEeOoEXOgMMOCTHLN ObecnevYenns COUMANBHOWM U Megn-—
UMHCKON nomomu 60nnnum_myxosucuuaoaom, C 3Toh uenbw HeobXOguMMO CO3-
KAHNE pEernoHanbHHX UEHTPOB MO gMATHOCTHKE M NIENEeHHN MYXKOoBMCUKHLO3aR,
3@ paMkax KOTOPOro MOMHO XOOpguHnpoBaTb paboTy negnartpuueckon n Te-
PaneBTHHECKUN CNyRD, a TaKkXe MEegUKO-TeHeTHHeCKOro UHeHTpa M Ha 3TOon
6a3e ocHOBATb NONHBR perucTp GONbHBX M MOHUTOPMHI NPOBOZMMOWM Tepa-
num

ARann3s HenocpejCTBEHHHX W OTfANEHHBX PE3YNbTATOB NevHeHns 60nb-—
HBX noxasan, 4NTO y 26,9% nNnpouMcxXognT NpPOrpeccMpoBaNHWEe NAaTONOruyec-—
KOro npouecca, & y OCTanbHuX ygaBanocb g06uBaThbcR HoNee ONTUMHUCTH-
Yeckoro ncxoga: y 34% 6wmno ynywwenune un y 39,1% ctabuanzauuns,

PesynbTaTh npoBegennbuX WCCAegOBaHMM M HXKONAEHHBWN C ITOM Ha-—
npaBreHn ONLT NO3IBONANAKU JaTb PRL NPAKTUNECKNUX PEKOMEHgAUWR NO gu-
arHocTuke, Tepannn M gUCNAHCEPHOMY 06CRNyXUBaHWK GONMbHBX geTen n

B3pOC/nHX COrnacHO NOCTABAEHHON uenu u 3agasam rawen padoTu,
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B uBOaub

1. COBPEMEHHOE TeveHHe MYKOBHCLUM[O03a XapakTepHU3yeTcs yly“HlWeHnem
npornoaa Gonesnn, 6ONEE WAPOKUM, HeM paHee, CNeKTPOM CHHIPOMOB. C
BO3pacToM y 28,9% 60NbHBX NPONCXOZHT TPaHCOOPMAUNA KTUHWMECKOH Kap-
THHH, 470 CONPOBOMJAETCRA yAywlleHneMm nan ctabunnsaunen npouecca y
66% naunenrtoB. Donbwaa 4acTb OONbHLBX nNepegaeTcs nog Habawgeuwne BO
B3pOCAyw CeThb,

2. WaMenenne KAMHNYECKON KaPTHHL ONpegenneT pPaCWHPEeHne guarHoc-
THYECKOTrO NOoMCKa MYKOBHCUMZO3a 3a CHeT PAga KOHTHMHTEeHTOB H0NbHbX
c abopTHBHOK ¢OpPMON 3aCONEeBaHNRn kak CpegH geTen, Tak W cpegn nog-
POCTXKOB W B3POCHNHX NAUNEHTOB,

3. CTenenb TAMECTNM WM NPOrHO3 MYKOBHCUNMZO3R B ONpPegenesHon crte-
nNeHn onpegenfaeTcs THNOM MYTaUMM, B HACTHOCTH HANNYHNEM MM OTCYTCT-—
Bnem mytaunn del F 508.

4., UYactota MyTaummn del F 508 B xbomocomax 6OonbHEX MyKOBHCUMWgO—
3om, npoxuBawunx's Ceepgnosckon obnactn coctasBnneT 40,26%. MNonexy-
napHo-reHeTnvecroe obcpesoBaHne NO3IBONRET PACWNMPUTb gRATHOCTHNEC-
xée BO3MOXHOCTH M pewaTb BONPOCH NPEHaTaNbHOWN JHARTHOCTHKM, HYTO MO-
MeT CRAThH Tpy3 OTBETCTBEHHOCTH C pognTenem 3a poxgenne GonbHOro
pebenra,

5. OyHrunMoHanbROE M AaHATOMHUYECKOE COCTORHME CNWHHBX Hene3 onpe-
ZE€NNReT BHCOKYyW HacTOTy nopaxedna 3yb6oB ¥ napogolTa, XapaxTep n3me-
HEHNN CBUZETEenbCTBYyeT 06 YHNBEPCANnbHOCTH NOPAXKEHNH IK3OKPUHHBK Ke-—
ne3 npu MYroBHCUMEO3E,

6. OcHoBHOW METOg gMATHOCTHKH MYKOBMCUHgZO3a — NOTOBHW TeCT — MO-
ReT BuTb AONONHEH OGUOXUMMUYECKHUM U HEOEMOXUMHUMECKHM NCCNEZOBAHWEM CNio-
Ho, onpegeneHneM arperauMoHHBX CBOMCTB TpomMGounToB. fOoTOBuNM TecT B
onpegenesnon mepe obnagaer MPOrHOCTMMECKUMN BO3IMOKNOCTAMMU, Oguum ns
PErynaTOpPOB CEeKpeunn XNOPHgOB NOTOBLMU HeENe3laMR SBAAETCHA TOPMOH NPOo-

NAKTHH, KOHUEHTPauna KOTOPOTO MEHSAEeTCR B IABUCUMOCTH OT CTEenenHn Ta-
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HecTn,

7. Nopaxenne neuvenn Habnwgaetrcn y 84 ,2% 60MbHBN MYKkOBHUCUMLO3OM
no Mmopeonoruyeckum n y 53 ,6% no kAuHnKO-naBoOpPaTOPHHM gAHKEM W Bh-—
pamaeTca B gNCTPO®Mn renatountoB un(naun) onbpole, OgHaKkO gaHHbEe u3-
MEHEHUS HEe UTrpawT CyWeCTBEHHON POAK® B NPOrHOo3e Xu3un Gonbumx, Cy-
WUEeCTBYNIINE MAPKEePd NOPANEHNN NEeHEeHW He ABIANTCHR TaKOBHMW B gHar-—
HOCTNKE renaTonaTnn nNph MykKoBuUCUHgO3E,

8. ApTponaTunsa npy¥ MyxoBUCUKgO3e BCcTpevaeTcs Yy 11,82% GonbHmx,
OfHOM W3 NPMYUH KOTOPOM RABARETCHA CryUWEHNE NEPHUHEBPANbLHON WUIKOCTH,
3T0 CTaBUT gaHHBW CHHIPOM B PRg OCHOBHWX NpOoABNeHunn Honesun, Do-—
¢eX THBHHM METOLOM NeYEeHWA apTpOoNnaTHu ABNREeTCA pa3paboTannan Hamu
peuenTypa CexpeTonnTrRecKkoh Ma3n,

9. Bagepwxa pa3sBUTHR PEenNpPOgYKTHUBHON QGYHKUNUU GONBHHX MYKOBUCUM-—
EO30M HE 3aBUCHUT OT COCTORAHMA IHJOKPUHHHOM CHNCTEMB M HOCHT 2ZanTNB-
HbR XapakTep, HTO He TpebyeT ¢apMakONOrM4eckon KOoppekunu,

10, Hanbonee npuemnemnMm KpuTepueMm gNna NOCTPOEHWA gHOOEPEHUMPO-—
Bénnoﬁ AnCnancepunlaunn 60MbHBX MyKOBUCUN O3 OM SBIRETCR CTENneHb
TaRecTn 3aboneBaHun,

11. NoBOUWEHNHw 3PVEKTUBHOCTH gUCNAHCEPHOrO HABNNgEerRUa n nevenns
Cnocob6cTBYeT CO3gAHNE accOouMauun poguTenen n HONbHEX MYKOBHCUMLO-
30M ¥ nNnpoBegeHne Ha 3TON OCHOBE OUEHKW CTEeNeHWn KOMNIenHca, co3gaHue

pervcrpa S50nbHBEX M Koonepauna ¢ MEegUKkO-TreHeTNHeCcKkuM UEeHTpOM,



TPAKTM®HWUHYECIKMUWE PEKOMEHAREAL MWW

1. TecTnpoBanne reHoTuna BGORBHBX MYKOBMCUMLO3a, WX pognTenen u
cHM6COB NO3BONRET PEelinTb HECKONbKO NPAKTHYECKKX 3Iagad: NOBHCUTbL gH-—
ATHOCTHYEKHN YpOBEeHb, OnpegennTb XapakTep W HanNpaBlEeHHOCTb natono-
THYecKOoro npouecca, NOBAMATH HA NCHXONOTrHYEeCcKUl KaumaT B CeMbe,

2. B uenax noBnweHna I0PEKTHUBHOCTH JHNCNAHCEPHOTrOo HabnwpeHusa #u
neveHna pa3paboTaHb KAWHHKO-NTAGOPATOPHHE KPUTEPHN CTENEHMU TAXECTH
n aboOpPTHMBHON GOPMH MYKOBMCUUZO3A,

3. Nonyuennne gaHHbe NO3IBONAKT PEKOMEHgOBaTb gNA MOHHTOPHHTA
cocToRHNSR GONBbHEX KOMNAEKC NPOCTHX, HO 300K TUBHHUX METOO0B, BKIK-
YapWwnit B ceba NyAbCOKCHUMETPHI, PerMcTPauUMid NHKa MAKCUMANBLHOIO Bh-
AOXa, CAXAPHMHOBHN TECT, KApPIMUHTEPBANOrpasnio,

4. Pacunpenne nonnmMOopen3IMa KAWHHKMA MYKOBMCUMLO32 NO3IBOAMAC ON-
pegennTb rpynnbm gHarHOCTMHECKOTr O Noucka cCpegh geTen, NogpOCTKOBR M
B3pocnux GonbHBX, K uncny nocnegHnx MOXHO OTHECTH TAKOE€ He ONHUCaH-
HOEe paHee NpPOoRBNEHNWE Kak NPOCTATHT,.

5. Ans yTOWUHEHWRA gnMarvo3a MyKOBHCUMgO3a CrnegyeT MCNONL30BaThb
onpegenenne INeXTPOANRTOB CMEWAHHOWN CAKWHEB W €& MOPeOoONnTHHEeCKHUX
CBONCTB, B COMHHTEnbHHBX CAYHaaX NPUMEHATL MONEKYNRPHO-TeHeTHHec-
KHe MeTogb gnfR BuaBnenns He Tonbko del F 508, Ho n gpyrux myTauuni.

6. YcTanoBneHHEe NPUUNHE NOPANEHHR CYCTABOB Yy GONLHHX MyKOBUCUM-
LO30M NO3BONAET PEXKOMEHJO0BATh OPUIMHANMbLHYN Ma3b gNA NEYHeHW| JaHHO-
ro CHHEpPOMA,

7. Tlpn nopaxeHwnn rxapgropecnupaTOPHON CHCTEeMb Yy HOAbHHX Myio—
BUCUNJIO3OM HA3HAYEHNE ONOKATOPOB KANbUMEBLX KAHANOB OKAa3bBa&T Bbh-—
PaMEeHHbiH TepaneBTHYEeCKUN >oeexT.,

8. Nonyvennne gaHHpe NO3BOARKNT PaCWHPUTb NOKA3aHNMA gAR NpuUMeHe—
HUR GPOHXOgMNaAaTaATOPOB M OKCHTreHOTepanuu,

9. HecMoTpa Ha BO3pPaCTHYKN IBONWUNID MYKOBMCUMgO3a, NEYEHHEe N gUC—

naHcepn3auna nNnOgpOCTKOB W B3POCABX HONbHEX AONXHA NPOBOANMTLCA NnO
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TeM ge npuHuunam, 4TO0 M y geTen, lipegnouTenne cnegyeT OTgaBaTh aM-—
6ynaTOPHOMY NEevYeHNNw WMAW B YCNOBHUAX JZHEBHOrO CTaumnoHapa,.

10. AucnancepHoe HabNWpeHne JONMHO NpPOBOgZNTLCHA TanHo, coobpas3-
HO cTeneHn TaXecTH W Begywmero cuuppoma, flpu 3ToM crnegyeT yunTuBaTh
DBO3MOXHYN TPAHCOOPMAUNN MYKOBHCUNgO3a C BO3PAcCTOM,

11. Co3aganne accounaunn poguTenen perten, SONbHBX MYKOBHCUMZO3—
OM, NO3BONGRET YNYRUWHTb MELMUMHCKYW M COUMANBHYN PeabUInNTAUNK SONbHBX

MYXOoBHUCUN JO3OM,
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