HapyweHus ux AdHGGEpeHUNPOBKH, BKMIOYEHMA €AHHBIX O0YaroB
NOBbIIEHHON IXOMIOTHOCTH B NaPEHXHUME MNOoYeK.
OnHcaHHbIE HIMEHEHHA BBIAB/CHBI C ONHHAKOBO/i pPaBHOMEPHOCTHIO B
ofenx rpynnax 6OMbHBIX, HE3ABMCHMO OT TSXKECTH HEBPOJOTHYECKHX
NpOABJIEHHUIA,

Takum o6pasoM, nosmyueHHsle NaHHble YKa3blBAlOT Ha Gonbiuylo
HACTOTY H3MEHEHWH COCTOAHMA Cepaua, MeveHH, MNOoYeK y .deTeH,
nepeHecWnX nepuHatanbHyio TpasMy LIHC. DTH u3MeHeHusa Haxoaostcs B
KOpPEJIALMOHHON B3aMMOCBA3H, ONPENENAOT HEOOXOANMOCTL HX paHHeH
AHArHOCTHKH, MPOTHO3ZHPOBAHHA H CBOEBPEMEHHOTO JIeYeHHS.

IIpornos u Hexoabl 3a601eBaHUA Y §0JIbHBIX
MYKOBHCUHI030M
I".B.INaBnos
Kadeapa nerckux Gonesueii neyebHoro dakynbreta, YTMA

MapanenbHo ¢ NOCTHXKEHHMAMH B MOHHMAHMH MeXaHH3Ma
Pa3BHTHA MYKOBHCUHAO3a H pa3paboTkoit Ha 3To# ocHoBe d¢PeKTHBHOIM
CHCTEMBI JleYeHHA W AMCMAHCEPH3aUMH OTMEYAIOTCA YCMexH B HCXoOax
NaHHOro cTpaZaHuA. Mbl MNpHBBIKAEM K MbICAH, 4YTO TWMOTE3a O
MYKOBHCLIMO3€ KaK JleTallbHOM W Oaxe cybneransHoM 3aboneBaHuu He
Bceraa, no-sHadMomy, cnpasentdBa. K 2ToMy  npHXomasT  Bce
MCCNEA0BATENH, NOCBATHBIUME H3YYEHHIO MYKOBHCUMA03a NOCTAaTOHHO
NpOO/KHTENbHOE BpeMA. B ToM uMcne Haw 25—eTHUH onbiT paboTb! C
60bHLIMH  MYKOBHCUHAO30M MO3BOJAET MOJHOCTBIO COrNACHTHLCA €
NaHHBIM MHEHHEM.

YacTHYHbIM ~ MEXaHM3IMOM  KOMMEHCAUHH,  YNy4UaouHM
cocToAHHe 6ONbHLIX JeTeH He TONAbKO ¢ MYKOBHCLIMAO30M, HO M APYTHMH
XPOHHYECKHMH Ero4HbIMM 3a60NeBaHHAMM, ABNAETCA OHTOrEHE3 JIETKHX:
npoueccaM AeCTPyKUHH TPOTHBOCTOHT YBEJMUEHHE NONM DaCTHYECKHX,
Gonee ynpyrux BONOKOH MO CPaBHEHHIO C KOJJare€HOBBIMH, HApacTaHHIO
6poHXHaNbHOH ReCTPYKUMH NPOTHBOAEHCTBYET BO3PACTHOE YBENMYEHHE
nMameTrpa OpOHXOB, a HapacTaHHe nHeBMoQuOpo3a orpaHH4HBacTCA
yBeJHYEHHEM MacChl flapeHXHMbl Jierkoro a0 7-8 net rnaBHbiM obpa3om
BcieacTBre AMQepeHUHpOBKH, HapacTaHna yucna Gponxuosn, a B Gonee
CTaplueM BO3pacTe 3a CYeT YBeJHYEHHSA HX pa3MepoB.
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XyolMMH B NPOrHOCTHYECKOM OTHOWIEHHH ABAAIOTCA NO HALIHUM
HabnoeHHAM cledylolure $aKTopsl: paHHEE Hayailo (B NEPBOE NOMYroaHe
KH3HH), HEMpPEPLIBHO pEULHIMBHPYIOIWEE TEUEHHE, HAINYHE B JICTKHX
PAcnpOCTPAaHEHHbIX (GHOPOIHBIX, MHEBMOCKJIEPOTHYECKHX H3MEHEHHA K
Havaly JieYeHs, paHHee U3MEHEHHE NabLUEB MO THITY ““4aCOBbIX CTEKON™ U
“GapabaHHbIX Nalouek”, MoXyAaHHe, HECMOTPS HAa NPOBENCHHE aKTUBHOW
(epMEHTHOH  3aMECTHTENbHOW TEpanMH, XPOHHYECKas KONOHH3AUHA
CHHETHOMHOMN Nano4kH.

MpuyuHAMH CMEPTH, KaK MPaBuiIo, ABAAIOTCA NPOrpeccHpymollas
AbIXaTeNbias W cepaevHas HeAO0CTaTOMHOCTh, AMCTPOQHSA, HCTOLUEHHE,
MeKOHHa/IbHasA HEMPOXOAHMOCTb H NEPHTOHHT.

W HanpoTHB, ONTHMHCTHUECKMMH NPH3HAKAaMH Mbl CHHTaeM
nosgHee Hauano (crapwe Tpex Jetr M Oonee),  OTCyTCTBHE
pacnpocTpaHeHHoro ¢ubpo3a Nerkux, HM30JHPOBAHHBIA  KHLICUHbIR
CHHOPOM, BO3MOXHOCTb AOCTHXEHHS PEMHCCHH OpOHXONETrOYHOro
npouecca 6e3  MHTEHCHM(HKAUMH  TEpaneBTHYECKHX  MEPONPHATHH,
CH)XEHHE YPOBHA XJIOPHAOB NMOTa U C/IIOHBI B AMHAMHKKe. B Takux cayuasx
Mbl HEMPEMEHHO CTONKHEMCA C HEONPEIENECHHOCTLIO B BOAPOCE O TOM,
npaBoMepHOi H Obl1a NOCTaHOBKAa OHarHo3a Mmykosucuuaosa. Oauako,
€CNM TNPHHATL B pacueT AMArHoctHueckue kpurepuu diSanVAgnese Ha
MOMEHT MOCTAHOBKM [AHarHo3a, HHUKAKHX HEACHOCTEH He BO3HHKANO:
KIHHHYECKAaA KapTHHA M TOJOXKHTENbHBIA MOTOBLIA TecT HeusbexHo
NPHBOIAT Bpaua K TakoMy AnarHosy. COMHEHUA BO3HMKAKOT TOr4a, Korga
J0CTaTOYHO ObICTPO NMPOMCXOOMT HOPMAIM3AUMA KJIHHHKH MAH HacTynaet
AnMTenbHad  peMuccHA.  [lepBoHauanbHBIA  ONTHMH3M, CBA3AHHBIA C
BHEAPEHHEM FeHHOH QMArHOCTHKH MYKOBHCLHMAO03a ObICTPO pacceancs, no-
CKO/IBbKY KOIHUECTBO OOHapY)KMBAEMbiX HOBbIX MYTaLHi HEYKIIOHHO pacTeT
M 0peBbICHAO Ha Hactoswmui momeHT 900. Hanmuue del F508 8
rOMO3UIrOTHOM COCTOAHHH M NETEPO3MIOTHOM MPH HATHYHH KIHHHYECKHUX
npu3HakoB y npoGaHga aBndeTcA  abCOMOTHBIM - 10Ka3aTeNbLCTBOM
MykoBHCUHAO03a; npH oTcyTcTBHH del F508 sepoaTHOCTh MykoBHCUMAO3a
coctaBnser MeHee 50% M BONPOC O COXpaHEHWH AMATHO3a JdOMKEH
pewaTkCa BpayoM No COBOKYTHOCTH MHOTHX JaHHbIX.

[loxa TpyaHO cnenaTk BbIBOA, B KakMX CIy4asX MOXET HATH pevb
0 KNMHUYECKOM BbI3JIOPOBIIEHHH M MOXET Jin BooOllle 06 3ToM MATH peus.
Oanako B cBOEiH MpaKTHKE Mbl CTONKHYJHCh CO CIY4asMH ATHTENbHOM
MHOTONIeTHeH peMHCCHH (naxe npu Hanuyuu del FS08 B reteposuroTHom
COCTONAHN), 4TO BbIpaxanoch B OTCYTCTBHM fpH3HaKoB o0BocTpeHus
1eGQWHOTA MK KHLWIEYHOrO NPOLECCOB 0NPH HATHYMU 2-3  OCTpbIX
PECIMPATOPHBIX BHPYCHBIX HHGEKUMA B TOA, 4YTO Mbi OTHIOAb HE
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CBA3bIBANM C OCHOBHBIM 3a60neBalHeM. 31eCch YMECTHO elle pa3 OBTOPHTH
MBIC/Ib O HAMHYHH Pal/IMYHBIX TEHETHYECKUX BAapHAHTOB H3MEHEHHHA B
CFTR npu mykosicu1aose.

CyMMHpOBaHHe KIHHH1YeCKMX HaGMIOeHHI NO3BOAET BbIACTUTH
TPH BapHaHTa TeueHHs 3aboneBaHuA: ynyulllende, cTabwinzauus H
nporpeccHpoBaHKe. 3TH BapHaHThl, ECTECTBEHHO, B 3HAUKTENLHOMN CTETIEHH
ycnoBHbl. KpuTepuem ymydlleHHs Mbl CUMTaeM CMATYeHHe KIHHHYECKHX
CHMNTOMOB 3a60JieBaHHA H YpexxeHHe 4acTOThl 0GOCTPEHHI NPK XOpoLLeM
¢H3HyeCcKOM pa3BUTHH M CTaOWIBHOM PpEHTIreHONOrH4eckoil KapTuHe
OpraHOB IPYIHO KJIETKH.

lMoa crabuinzauHeii MOHHMaeM OTCYTCTBHE MPOrpecCHpOBaHMs
M3MEHEHHiT B GPOHX0/ETOYHOI CHCTEME NP COXPAHEHHH TEX KIMHHYECKHX
TNIPOABAEHHHA, KOTOpble OCTaBAIHCL Y GONBHOrO Mocsie NMpoBefleHHs Kypca
JieYEHHS B KJTHHHKe.

ﬂporpeccupoaauue BbIpaXaJloCb B HAapacTaHHH  KIIHHHKO-
PEHTreHO-A0THYECKHX CHMNOTOMOB B MNpouecce HabmoaeHus, YyualleHHH
3MH3040B QaKTHBH3aUHH BOCNAJIEHHA H 060CTpCHHﬁ, 3HAYUTC/IBHOM
OTCTaBaHHH B ¢H3H‘iCCKOM Pa3BHTHH.

DBOMIOLMI0  KNHHUKO-DEHTICHONOrHYECKHX  WM3MEHEHHH B
OpOHXOJICFOYHOM CHCTEME NpPH MYKOBHCLUMAO3E CXEMATHYHO MOXHO
NpeacTaBHTL credytowndM obpasom. Tpu naTeHTHOW WIK HyneBO# CTafuH
Gone3Hp mepexoaMt B 1 cTamto peudauBHpyloulero GpoHXHTa, ¢
HENOCTOAHHBIMH (QYHKUMOHATLHBIMH H3MCHEHHAMH, KOTOpas MOXeET Yy
pana GonsHBIX Npofomkathes a0 10 set.

XpoHuueckHil GPOHXHT 2BAAETCA NPH MYKOBHCUHAO3€ OCHOBOH
nocnenyowHx GpoHxonerounsix nopaxeHuid u npencrasnser Il cranmo
3a6oseBanis. BosbHOM HCMBITHIBAaET MEpHOAHYECKHE MPUCTYMbI Kauwid ¢
OTAENIEHHEM  CITM3HCTO-THOMHON  MOKpOTBl, YMEPEHHYIO  OAbILUKY,
YCHIMBAIOWYIOCR MPH Harpy3ke ¢ BAAXHLIMM, HEPENKO TPECKYUMMH
XpHUnami Ha ¢one xecTkoro abixaHua. JNUTeNbHOCTH 3TOH cTaauu OT |
roaa no 15 ner.

Cramua nudoysnoro nuesmoubposa (Il cranusa) ¢ 3onamu
OrpaHHYEHHOTO  MHEBMOCKIEpo3a, OpOHXOJKTa3aMH, KHCTaMM  H
BbIPAXKEHHOM AbIXaTeNbHOH HENOCTaTOMHOCTBIO HEPEAKO COHETaeTcss ¢
CCpAEYHOI  HEeNOCTAaTOYHOCTHIO MO  NPaBOXKETYAOHYKOBOMY  THMY.
HnuTenbHocTh 3TOM cTaauu 06bIuKHO 3-5 net.

Hakoneu, IV craous, TepMHHanbHas, korza Ha GoHe yKalaHHbIX
OpoHxonecrouHblX H3IMEHEHH pa3BHBAETCA TAXKeNas KapAHOpPECNHpaTOpHas
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HedOCTAaTOYHOCTb, KOTOpad MpPOTEKaeT B TEYCHHE HECKOJNbKUX MECALCB.
HCprﬂHO NOACHHTATb, YTO [POAOC/DKHTENbHOCTL JKH3HH 60nbHBIX OT
Haudala KIHHH4Y€CKHX nponanehuﬁ MYKOBHCLNAO3a MOXET COCTAB/IATE 30

NeT.

Ouenky npoBoaumoii paboTbl MO JIEYEHHIO W AHCNAHCEPH3ALMH
MOXXHO TNpPOBECTH M0 KAaTaMHECTHYECKOMY aHA/IM3y BapHAHTOB TeEUEHHS
3a6oneBanus, KoTOphlfi Mbl caenamd y 97 6onbHbIX (MCKIOYas Ciayyau
NETANBHOCTH HA MEPBOM TOJY XH3HH, KOraa KIMHHYECKad MaHH(ecTauus
npoTekana CTpeMuTenbHo). BuisBnenue He MeHee Tpex Mokasateseit
(peHtreHonoruyeckas kapruHa, ®BJl, abixaTenbHas HeAOCTaTOYHOCTD,
nedHUMT Maccel Tena, cTeatopes, prolaps recti U Ap.) ¢ MONOXHTENLHOHA
IMHAMHKOM PacLEHHBATOCH HAMH KaK XOpOLLN# pe3yibTaT nieueHns. B Tex
cydasx, KOrfa Mepevyuc/IeHHble [O0Ka3aTelH HE HWIMEHANMCh WM
HIMEHAMICL B NOJOKHUTENbHYIO CTOpOHY He 6ojee AByXx rnoxasarene,
pe3ynbTaThl  JIEYEHHA  PacUGHHBANMCL  Kak  YHAOBJETBOPHTEJbHbIE
{crabunuzauns nartonoruyeckoro npouecca). OTpHuaTenbHaa AMHAMHKA
xoTA ©6bl OAHOrO M3 OTMEYEHHLIX MOKa3aTeJed TpaKToBalach Kak
Hey10BNETBOPHTEIbHBIi pe3yabTaT (MPOrpecCHpOBaHKeE).

Y GoablIMHCTBA AIHTeNbHOE BPEMA HaOmoAaBLUKMXCA GONBHBIX
(73.1%) ynanoce nobGurtbca GnaronpuaTHoro TtevyeHus 3abonesanms. Y
60bHBIX €O cTaluaH3auKell npouecca NpH COXpaHEHHH (HU3HKAIbHBIX
U3MEHERHUH B JIErKHX COXPAHANCA KalleNb, MNPEUMYLUECTBEHHO CYXOif,
NepUOOHYECKH, HE Yalle OAHOro pasa B roa, Habnawaanach akTHBaUMA
BOCMAIMTENbHBIX H3MEHEHHA B OCHOBHOM M0 GPOHXHTHYECKOMY THITY WM
yXyauieHHe XxapakTepa cTyna. OOHako ¢ rogaMu nposBieHHA FHOMHOM
MHTOKCHKAUHH, [blXaTeNbHONW HENOCTATOYHOCTH HE HapacTald; Mbl He
Habmonany MpPHCOEOMHEHHA OCNOKHEHWH, YBENHYEHHA CTPYKTYPHBIX
M3MEHEHHH B nerkux. B dTofl rpynne y 4acTH GoONbHBIX OTMEYEHO
YMEHbIIEHHE CONEPXKAHHA XJOPHAOB B MOTE, NPH ITOM y 6 M3 HHX
KOHUEHTPAUHsA XJIopa HOpMan3oBanack. ¥ OCTAILHBIX YPOBEHb XJIOPHAOB
octancs 6e3 u3MeHEHHH.

Y 33 GonbHblx HaMH OTMEYEHO yTydqlleHHe, TO eCTb Mbl HaGmoganun
I0/10KHTENbHYIO AHHAMHKY, 4TO BBIPaXanoch B NMKBUAAUMH aKTUBHOCTH
BOCMAINTENBHOFO  NPOLIECCA, CTUXAHWM  Kalig, YMEHbIUEHHH WM
NpeKpaleHnn oTaeneHHs MokpoTsl. OOocTpenuit 3aboneBaHus He
PErHCTPHPOBANOCH HA MPOTAKEHUH ABYX-TpEX NeT. XapaKTepHO, 4TO B
JTO# rpynne 6ONbHBIX NHUWbL Yy Tpex CcoaepaHue X/IOpUAOB roTa
OCTaBANOCh Ha HCXOHOM YPOBHE; Y OCTabHBIX OHO MOHW3HUNOCH (y 12 0
HOPMATBHBIX HAH NOrpaHHuHBIX undp). OaHako cneayeT UMeTb B BHAY W
MHANBHAYaNbHblE KO€0aHMA YpPOBHA XJNOpuAOB mnota y GonbHbIX
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MyKOBHCUAI030M, TaKk y 4aCTH NAUHEHTOB C  XPOHHYECKHM
O6pOHXOJICTOYHEIM ~ NPOLECCOM,  BbileNeHHeM  MHUKpPoguophl M3
pecNHpaTopHOro TpakTa B TEYEHHE rola oTMeyanoch koneGaHHe 3Toro
napameTpa ot 40 no 60 Mmmons/n.

[lonyueHHble AaHHblE MOKa3alH BO3MOXHOCTL HCIONBL30BAHUA
AOTOBOTO TECTa HE TONLKO B KAYECTBE KPUTEPHA OLEHKH CTENEHH TAXKECTH
MYKOBHCUH03a, HO ¥ [U1S MPOTHO3HPOBAHMA 3BOJIOUNH NATONOrHYECKOro
npouecca. YiyyuleHue KAMHMYECKHX TNPOABNEHHH W TEHAeHuMs K
HOpMaJH3aUMKH YpOBHEH XJIOPHAOB MOTAa MOXHO pacleHHBaTh H Kak
KOHCTaTaUuIo Mepexofa THIMHYHLIX (OPM MYKOBHMCUHAO3A B CTEpPTYIO,
abopTHBHYIO.

He cnyuafino no3toMy B mocsieaHHe roabl Mbl BCE Hallle nepeaaem
AAaLMEHTOB mold HabjiooeHWe Bpauell TepaneBTOB W TEM  CaMbIM
cnocoOCTBYeM pa3pyuleHHIO OOHOTO H3 MHGOB M TepaneBTHYECKOTo
HHTHIM3Ma B OTHOLIEHHH MykoBHcuuao3a. Takum obpasom, B pesynbTare
HaKOIJICHHA OGoNbWIOro OMbITA MEpPBOHAYaNbLHBIA MECCHMU3M  Hayan
cfagath, OAHAKO HeoOX0AWMO npHiaraThb BCE YCHWIHA, 4TOOB! ITa
TEHAEHLHA TPOJOKANACh. AHAIH3 HEMOCPENCTBEHHbIX H OTAAIEHHBIX
pe3ynbLTaToB jeucHHA OoabHBIX Mokasan, 4to y 26,9% npoucxoaut
NporpeccHpoBaHHe NaTONOrHYECKOro NMPOLECca, a Y OCTallbHbIX YAaBaloCch
nobuBaThea Goslee ONTHMHCTHYECKOTO Hexoda: Y 34% Obino ynyuuleHHe u
y 39.1% crabunuszaums. CoBeplueHCTBOBaHHE CHCTEMBI JHCTIAHCEPH3aUNH,
BHEPEHHE COBPEMEHHBIX JIEKAPCTBEHHLIX CPEACTB HE MO0 HE CKa3aThCA
M Ha BbDKHBAEMOCTH OOJIbHBIX.

CnenoBaTenbHO, CBOEBpPEMEHHas AHArHOCTHKa, NpodHIaKTHKa
OCNIOKHEHHIT M aneKBaTHOE JIEHEHHE MOryT CYIUECTBEHHO COKpaTHTh
MaTepHasibHble 3aTpaThi, CBA3aHHble C Heob6XxoaumocTeio obecneueHmus
COLHANLHOH H MENHUNHCKO#H NoMoutH G0bHBIM MYKoBHCUHAO30M. C 3TOH
uenblo HeoOXO0AHMO CO3AaHHE PErHOHAIbLHBIX LECHTPOB MO AHArHOCTHKE H
NIEYEHHIO MYKOBHCLIHA03a, B paMKaX KOTOpPOr0 MOXHO KOOPAHHHPOBATH
paboTy neaMaTpHHECKOM ¥ TepaneBTHYECKHX CNykO, a Takke Meanko-
reHeTHY€eCKOro LUeHTpa H Ha 3ToH 6ase OCHOBATh MOJIHbLIA perHcTp 60bHBIX
W MOHHTOPHHI MIPOBOAHMOH TEPATHH.
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