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MyxkoBuUCIH03 — MB (KUCTO3HBIN PUOPO3 HOMKEITy-

IOYHO! JKeJe3bl WIN OoJe3Hb JlaHAImITeliHepa—
d®aHKOHU) — HacJeACTBeHHAsA CUCTeMHasA 3K30KPHHO-
maTuA C ayTOCOMHO-PeIleCCUBHBIM THIIOM HacCJe[o-
BaHUA, XapaKTepusymouasaca paHHell MaHupecTamuen
KJIMHUYECKUX MPOABJIEHUM C IIpeuMyIlleCTBeHHbIM II0-
pa)KeHHeM OpraHOB JAbIXaHUA, KeIYAOYHO-KUIIeYHOI'O
TPaKTa U pAJa APYTUX OPTaHOB U CUCTEM M HMelomas
0O0JIBIIIOE MeUKO-COIMAIbHOE 3HaUeHwue [3].

MB BriepBrle onuvcaH B 1938 I. IIaTOJIOrOAHATOMOM
Jopotu AHzepceH, KOTOpasd, OIUCHIBasA KUCTO3HYIO Jie-
TeHepaIyIo MO/KeIyOYHOM »eJle3bl B COUeTaHUM C Jie-
TOYHOI IIaTOJIOTHeN Yy MaJeHbKUX AeTel, MpeJIoXKIIa
TepMUH <«KUCTO3HBIM (GUOpo3» (aHDI. cystic fibrosis).
Jpyroe HanMeHOBaHHe — «MYKOBHCLIHUJO3» — BBeJI
C. ®ap6ep B 1944 1. (IaT. mucus — «CIUA3b», ViSCUs —
«BA3KUI»), YKa3blBad Ha POJIb IOBBINIEHUS BA3KOCTHU
ceKpeTa 9K30KPUHHBIX kese3 [1]. B To ke BpeMs ObLIO
JTIOKa3aHo, YTo MB — 6oJile3Hh TeHepPaI30BaHHOTO Xa-
pakTepa C ayTOCOMHO-PELIECCUBHBIM TUIIOM HaCJIeno-
BaHUA. BOXKHBIM OTKpBITHEM 50-X TOZOB SBIJIOCH OOHa-
pyxenuie JI. Tu6coHoM u P. KyKoM MOBBIIIEHHOTO CO-
JIep’KaHUA XJIOPUAOB B IOTe GOJMBHBIX MB BO BpeMms
»apbl B Hpio-VopKe (TeIoBoi KOJUIATIC y TPYAHIIKOB).
ITOTOBBIM TeCT CTak «30JI0THIM CTaHAAPTOM» IIPUKU3-
HEeHHOU auarHOCcTUKU MB. PaHee B CBA3U C 4Ype3BBI-
YafHO HU3KOH BbIKMBAE€MOCTBIO OOJIHBIX CUUTAIIU, YTO
MB - maTosyorus NCKIIOYUTENBHO JIeTell paHHero BO3-
pacTta, ofHaKO B IIOCJIeJHUE TOAbl OTMe4YeH 3Hauyu-

TeJILHBIM POCT YUCIa OGOJBHBIX MB ITOAPOCTKOBOTO,
IOHOIIIeCKOTO BO3PacTa U B3POCJBIX, UYTO CBUJETEJIbCT-
ByeT 0 ero TpaHchopmaruu u3 6e3ycIoBHO (aTaIBHOTO
3a00JIeBaHUSA B XPOHUYECKYIO TIATOJIOTHIO [2].

DIIUIEeMUOJIOT A

Yactora MB 3Ha4yuTeIbHO BapbUpPyeT B 3aBUCU-
MOCTH OT 3THHYECKOM ITPUHA/JIeKHOCTU U (WIH) Treo-
rpaduydeckoii 30HbI; B Poccuu oHa cocTasideT 1 cryvai
Ha 4900 HOBOPOMKIEHHBIX. DTO 3a00JIeBaHUe TPATULIU-
OHHO PaCcCMaTPUBAETCs KaK JETCKas MaTOJIOIUA, OTHAKO
B IIOCJIEHUE AeCATWIeTUA [0JI B3POCIbIX BIpOCIa Ha
40% u cocTaBwiIa 26,4% [3].

Cpeauuii Bo3pacT GoabHBIX B 2015 T. cocTaBwI 12,1
* 9,5 roja, MeguaHa Bo3pacra — 9,7 (13,2) roga. Camblit
cTapimii manueHT B 2015 1. Habmomaicsa B Mockse. Ero
BO3pacT — 66,0 jeT, Bo3pacT caMOro MJIaAIIero Iaru-
eHTa — 0,1 roza. JlonA B3pOUIbIX ITAIIEHTOB (= 18 jeT) —
24,6%. Cpeny GOJIBHBIX IIPe0bIafaI My KIUHBL 51,7%.
B Poccuu Ha y4yeTe cOCTOUT OK0sIo 2000 GOJIbHBIX, OIS
HalyeHToB cTapiie 15 jeT — 28%, Torja Kak B Hayaje
1990-x romoB OHa ObUIa He 6ojee 10%.

Y GonpmuHCTBA GONTBHBIX MB muarHoCTHpoOBaIN
B JIeTCTBe, OJHAKO Y 15% JaHHBIM JUATHO3 IIOCTABJIEH
BO B3pOCJIOM Bo3pacTe. XoTd MB cuuTamOT MyJIBTUCH-
CTEMHBIM 3a00JIeBaHVEM, OZHAKO dYalle BCero C BO3-
pacToM B KapTuHe (OJIe3HW HAaYMHAeT JOMUHUPOBATh
JleroyHasA MaTOJIOTUA, KOTopas ABJIAeTCA NPUINHOMN
cMepTty B 90% ciry4daes.

B BesukoOpUTaHUU CpeJHUN BO3PAcT B3POCIBIX
(crapmre 18 jieT) 6GoapHBIX MB coctaBmn 25,5 roaa, 30%
MMeIOT MapTHEePOB; IO TsKeCTU 3a00JeBaHUs GOJIbHbIE
pacrpezeniuchk Tak: y 29% — MB JlerKoro te4yeHus,
y 64 % — cpefHeU TAXKeCTH, y 7% — Txenbld MB. 47% us
OIIPOIIEHHBIX PAabOTAIOT Y IOIYYaloT 3apIUIaTy; M3-3a
COCTOAHUA 3LO0POBbA 42% He pabotaior; 40% — CTy-
JIeHTHI [6].

JTHOIOTUA

MB pa3BuBaeTcsa Kak HUCXOJ MyTalldy IeHa, paco-
JIOXKEHHOTO Ha JUIMHHOM IUIede 7-ii XpOMOCOMEI B 00-
gactu q31-q32 ¥ HawleAyeMOro IO ayTOCOMHO-peLiec-
CHBHOMY THITy. YHCJIO TeTepO3UTOTHBIX HOCUTe el reHa
MB - 3-4 %. B P® HacuuThIBaeTcda >5 MJIH HOCUTeJIeN
3TOIO I'eHa, a BO BCeM Mupe — 275 MiIH. MyTanya reHa
MB mpuBOAUT K HapyIleHUIo GyHKIUU 6eTKa — TPaHC-
MeMOpPaHHOIO peryisaTopa MykoBucnuzposa (MBTP), ko-
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TOPBIA JIOKAJIN3YeTCA IVIABHBIM OOPa3oM B 3IIUTENIH-
aJIbHBIX KJIeTKaX AbIXaTeJIbHbIX ITyTel, CJIIOHHBIX, IIO-
TOBBIX >KeJle3ax, IIO/KeNyAOYHOM >Kejle3e, KUIIeYHUKe
U ABJIAETCA KaHAJIOM JJIA TPAHCIIOPTa MOHOB XJIopa [4].

B HacTrosee BpeMa u3BecTHO >1900 MyTanuii reHa
MB; nomuHupyeT MyTanuA F508del, BbIABIeHHAA B 66%
20 000 M3y4yeHHBIX XPOMOCOM y O60IBHBIX MB BO BceM
mupe [3].

B P® nHaubojiee 4acTO BCTPEYAIOTCA CJIeAyIOIIUe
TUObl MyTanui reHa MB: F508del (52% ciydaes),
CFTRdele2,3(21kb) (6,3%), N1303K (2,4%), 2184insA
(1,8%). 2143delT (2,0%), W1282X (2,7%), G542X (1,9%),
3849+10kbC T (1,5%), R334W (0,7%), S1196X (0,5%).
Jonss myranuii reHa MB y pOCCHHACKUX OOJBHBIX —
OKOJIO 75% BceX 00CIeJOBAHHBIX MYTAHTHBIX XPO-
MOCOM.

Heo6xomumbl mepBUYHas mpodmwiakTuka MB, mo-
pozoBasg IUAarHOCTHKA B CeMbX, y:Ke MMeIoITUX JeTell
¢ MB, uTo B HacTosIlee BpeMs peau3yeTcsa B psje 00-
JIACTHBIX LIeHTpoB P® (MockBa, CaHKT-IleTepOypr,
Tomck, Ypa, HoBocubupck, Poctos-Ha-Zlony, KpacHomap,
Kpacnosapck, BraauBocToxk) [3].

ITaTorene3s

Henocratok ¢ynkmuu 6enka mpu MB npusomuT
K HapyleHUI0 paboThl XJIOPUAHOTO KaHAIA, PacCIOIo-
»KeHHOT'O B allMKaJIbHOM (BepXyIIeyHOM) 4acTU KJIETOK
9K30KPUHHBIX >Kejle3d. B pesysnbraTe 2TOro gedexra
AQHUOHBI XJIOpa 33JIeP:KUBAIOTCA B KJIETKE, YCUINBAIOT
abCopOIHI0 KATUOHOB HATPHUA U BOJBI. [loTeps BOABI U3
IIPOCBETOB 5K30KPUHHBIX JKejle3 BeZeT K IIOBBIIIEHUIO
BA3KOCTH HX CEeKpeTa, O0O0Typanuyl OpraHoB W Hapy-
IeHUI0 UX PyHKIMN.

B Jjerkux mpoucxogutr o006e3BOKUBAHUE CeKpeTa
OPOHXOB; OH CTAaHOBUTCA OoJlee BA3KUM, HapyIIaeTCs
KJIVMPeHC CIU3M Ha IOBEPXHOCTH PECHUTYATOIO JIIU-
TeJVA. DTO IPOBOIUIPYeT Pa3BUTHE OaKTepUATbHOMN MH-
(dexnuy; BemymIyI0 POJIb UTPAIOT CJIeAyIOIIye BUJbI
MUKPOOPraHu3MoB: Staphylococcus aureus, Pseudomonas
aeruginosa,  MYJbTUDE3UCTEHTHBbIe  IITAMMBbI
Stenotrophomonas maltophilia, Burkholderia cepacia, P.
aeruginosa. XpoHUYeckoe WHGUIIUPOBAHUE [bIXa-
TeJIbHBIX HyTeﬁ IIaTOT€HHBIMU MUKPDOOPIraHU3MdMMU BbI-
3bIBaeT MOpP(oJIOryecKyie U3MeHeH!sA OPOHXUATBHOTO
JlepeBa U MHTEPCTULYA JIETKUX; TUIINIHbIE N3MeHEeHUsA
npu MB — GPOHXO03KTa3bl ¥ OGPOHXMOJIOIKTA3BI, OYaru
MHTepCTUIMAILHOrO (prbpo3a, KUCTO3HbIe N3MEeHeHUA,
Oy/ie3HbIe SM(HU3eMBbI U aTeJIeKTa3bl CEIMEeHTOB.

B momxeiymouHOU >Kejlese JOBOJIBHO PaHO IIPOMC-
XOIAT OOTypanys IIPOTOKOB BA3KUM CEKPETOM U KHC-
TO3HO-PUOPO3HOE HepepoKIeHre ee IMAPEeHXUMBI, YTO
CIIOCOGCTBYET ayTONMM3y TKAHU >KeJe3bl ¢ (opMUpOBa-
HUEeM TUIUYHOrO (GUOPO3HO-KAaBepHO3HOIO IaHKpea-
TUTA, ABJIEHUN CTeaToper, MaTbabCcopOIU U COITYTCT-

ByIOIIe HeJOCTaTOYHOCTU >KUPOPACTBOPUMBIX BUTa-
MuHOB A, D, E, K, npuBogAmeii kK oTcTaBaHUIO B QuU3U-
YeCKOM PasBUTHUU. B pesyssraTe OpayKeHUA OCTPOBKOB
JlanrepraHca pa3BUBaeTCsA 3HAOKPUHHAs HeJOCTaTOY-
HOCTb IIOZIKeJIyIOYHOM »KeJjie3bl, YTO BeZieT K GOopMUpPO-
BaHUIO CaXapHOro AuabeTa.

[TaTosormyeckue U3MeHeHUs B IIeYeHU XapaKTepH-
3yIOTCA 3aKyHNOPKON BHYTPUIIEYEHOYHBIX IIPOTOKOB (XO-
JIAHTHOJI), COIPOBOKAAIOMIENCS BOCHAJUTETbHON WH-
¢uwisTpanuei, paspacTaHueM MeXJ0JIbKOBOU COeVHU-
TEJILHOU TKAaHU C (JOPMHUPOBAHUEM MEJIKOY3JIOBOTO OH-
JIMAPHOTO IMppo3a medyeHU. [IpubnusurensHo y 30%
MaleHTOB MMeeT MeCTO >XUPOBOU reraros. Y 25%
OOJIPHBIX OIMCAHBI W3MEHEHWA >KEIIHOTO IIy3bIPS
B BUJe ero THIIOIUIa3UU, YacTo — C OOpa3oBaHUEM
KamHen [1].

KnuHuyeckye MpoABIeHUA
Knaccudpukamua MB o MKB-11:
e xraccuyeckuil MB ¢ maHKpeaTH4ecKoi HeJOCTa-
TOYHOCTBIO;
® Kiaccmyeckuil MB ¢ HeHapymeHHON (yHKITHeN
TIOKeJTyAOYHOM KeJle3bl;
aTUNMYHBIN MB;
M30JIMPOBAHHASA OOCTPYKTUBHAA a300CIepMUsT™;
XPOHUYECKUU ITaHKpeaTuT”;
aJUTepruvecKuil GPOHX0JIETOYHBIN acepruuies®;
JIICCEMUHUPOBAaHHbIEe OPOHXOKTA3bI";
b Gy3HBINA TaHOPOHXMOIUT;
CKJIEPO3UPYIOMIUI XOJIAHTUT.
OctosHble gopmol MB:
® CMelllaHHasA, C IOPaXXeHUEeM JKeTyOYHO-KUIIey-
HOTO TPaKTa W OPOHXOJIETOYHOU CHCTEMEI (75—
80% ciy4daes);

® TIperMyIIeCTBeHHO JierouHad (15-20%);

® [IpenMYyIecTBeHHO KUllleyHasd (5%);

® IeyeHOYHasd C ABJIEHUAMU LMPPO3a, IOPTAIBHOMN

TUIIepPTeH3UU U aCLUTOM;

® 130JIMPOBAHHAA 3JeKTPOJUTHAA

cuHgpoM bapperra).

Bponxonezounvie Hapyuwenus. OOBIYHO yKe B IIepBbIe
HeJleMy JKU3HU y OOJbIIeld YacTU HOBOPOXKAEHHBIX
¢ MB HabiiomamoTCAa Kamieiab, NPUCTYIBI YAYIIbA,
OJIbIIIKA, MHOLA — pBOTA. Kamesnb ycuInBaeTcss HOUbIO.
DTU CHUMIITOMBI CBA3aHBI C HapylleHUeM MyKOIWINap-
HOro TpaHcropTta. CoueTaHUe T'HIlepCeKpeIliy BA3ZKON
MOKDPOTBHI C HapylleHWeM KJIuUpeHca GPOHXOB BeJeT
K MYKOLIWJIMAPHOM HeZ0CTaTOYHOCTH, 3aCTOI0 MOKPOTBI
B MEJIKUX JIBIXaTeJIbHbIX IIyTAX.

Kak mpaBuio, BOCIaJUTeILHOMY IIPOIleccy
B OpOHXax IpeAIIecTBYeT BHUPYCHOe (PeCIHpPaTOpPHO-
CUHIWTHAIBHBIE BUPYCHI, a/IeHO- U PUHOBUPYCHI, BU-
PycChl TpUIIIA, IIaparpuilna) IopaxkeHue HOCOIJIOTKU,
TOPTaHU, TPaxeu, HeN36eKHO Befiylee K THOeIU KIeTOK

(mceBmo-

*Heo6xoA¥MO, YTOOBI IO KpaiiHell Mepe OffHa MyTalys ObUIa naeHTUUIpoBaHa [11].
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MepLATeBHOIO SIIUTENV, YTO OTKPBIBAET IIyTh OAaKTe-
puanbHOM (iope. Pa3BuBaeTcsaA MOPOYHBINA KPYT: 00-
CTPYKIIUA — BOCIaJIeHWe — dYpe3MepHasd ceKpelu:
MOKPOTHL. MyKOCTa3 1 XpOHUYeCKast GPOHXUATbHAS WH-
dexya craHoBATCA (HOHOM I MTOBTOPHBIX pecIIupa-
TOPHBIX 3MU30LO0B: GPOHXUOJUTOB, OPOHXUTOB, ITHEB-
MOHUM [3].

Kamrenp HamoMuHaeT TaKOBOW y OGOJIBHBIX KOK-
JronieM; OOHAPYXXKUBAIOTCA y4allleHHOe JbIXaHue, yBe-
Jn4eHUe IlepeJHe3aJHero pasMepa IPyAHOU KJIETKU
U CJ1a0OBBIpa)KEHHOe, HO CTOMKOe BTXKeHVEe HIDKHUX
MeKpeOepHBIX MBI, B aHaMHe3e psAga GOJTBHBIX HMe-
I0TCA JJaHHbIe O PAa3IUYHBIX CUMIITOMax CO CTOPOHBI
OPOHXOJIETOYHON CHCTEMbI, HAaIIOMUHAIOIUX IIPOSB-
JIeHUs PelUANBUDPYIOMMNX MHGEeKIUN [JbIXaTeJIbHbIX
IyTel, HO JUIAIIMXCS AOJIbIIE W IOCTEIIeHHO Iprobpe-
TAIOIIMX XpOHUYECKoe TeyeHUe. AYCKy/JIbTaTUBHbIE IIa-
TOJIOTMYECKYe IIPU3HAKY MOT'YT BOOOIIE He BBIABJIATHCA
WIY NIPUCYTCTBOBATh B BUJle CYXUX U BIAKHBIX MEJIKO-
U KPYIHOITY3bIpYaThIX XPUIIOB. Ha peHTreHorpamme
OPraHOB TIDYJHON IIOJIOCTU — VIUIOTHeHHe CTeHOK
OpOHXOB, pa3HOU CTeleHU VIUIOTHEHUe U TUIIepPUH-
diAMA yreroyHo TKaHU. MoryT pa3BUBaThCA aTejiekK-
Ta3bl B CETMEHTaX U JIOJIAX JIETKUX, IIpPUYeM IIopaKeHue
TIPaBoO BepXHeU 0N OTHOCUTCH K JUATHOCTUYeCKUM
npusHakaM MB.

Jlerounasa ¢opma MB wiIMHHWYEeCKM IpPOTeKaeT KakK
TAXKeJIad XpOHUYecKasd ITHeBMOHUA, HellpepbIBHOPeLU-
JUBUPYIONIAs, C BHIPAKEHHBIM CTHIPOMOM OOCTPYKITUU
IBIXaTeIbHBIX IyTel. PeruanBupyomee TeyeHre GPOH-
XOJIETOYHOU IATOJIOTUU OGYCJIOBJIEHO Pa3BUTHEM TaK
HasbIBA€MOI'0 IOPOYHOro Kpyra. CyTh ero B TOM, 4TO Ha-
KaIUIMBaeMblIi B IIPOCBeTe AbIXaTeJbHbIX IyTel BA3KUN
CEeKpeT NPUBOAUT K OOTYPALMIU [bIXaTeNbHBIX ITyTew,
KOTOpasd, B CBOIO 04epesib, CIOCOOCTBYeT Pa3BUTHUIO XPO-
HUYeCKoro BocnajeHusA. CKIOHHOCTh K XPOHUYECKOMY
BOCIIANIEHUIO OOBACHAETCA HapylleHWeM Y JTHX
OOJIBHBIX TYMOPaJIBHOTO HMMYHHUTeTa (CHIKeHUe
VPOBHSA CEKPETOPHOTO MMMYHOITIOOYJIMHA A) U KJIeTOY-
Horo. CiiefcTBUEeM HapylleHUs OpOHXUAJIBHOHM IIPOXO-
JVIMOCTU U BOCIIAJIeHUs ABJIAIOTCA aTesleKTasbl, XpOHU-
yeckas aMbuzeMa, AedopManusa GPOHXOB, GPOHXOIK-
Tasbl. B MUKPOOHOM ITefizake JIETKUX JOMUHUPYIOT 30-
JIOTHACTBIN CTa(PIIOKOKK, TeMO(pIIbHAA ¥ CHHeTHOMHAA
natoyka. [Ipeanonaraercs, 9To gedeKTHBINA OeJIoK Ipu
MB (MBTP), xomupyeMblIii TeHOM, BIMAET Ha COCTaB Ca-
XapoB Ha IOBEPXHOCTU KJIETOK JbIXaTEeJbHBIX ITyTei,
YTO CO37aeT GJIATONPUATHBIE YCIOBUA UIA MX KOJOHU-
3anuu MUKpo6aMu, OCOOEHHO — CUHETHOWHOU TIia-
JIOUKOM. II7I0XUM IPOrHOCTMYECKUM IIPHU3HAKOM ABJIA-
eTcd XpoHUYecKad KojoHusauua P. cepacla m oco-
6eHHO — P. aeruginosa.

Ilo0ncenydounas xcenesa. Ilpu HesHAYWTETHLHOM IIO-
POKEHUU TOKeTyIOYHOH KeJie3bl CHAPOMBI MaJIbIN-
TeCTUU U MaIbabCOPOIMIU OTCYTCTBYIOT, UMEIOTCS JIUIIh
JIabopaToOpHbIe IPOABIEHUS BHENTHeCeKPEeTOPHOU He-

JIOCTaTOYHOCTU (HM3KUU YpOBeHb TPUIICMHA U JINIIA3bI
B KPOBM U AyOZAE€HAJIBHOM COAEPKUMOM, HEPEIKO — BbI-
pakeHHaA cTearopes). KiumHW4Yecku HDpOABIAIOTCA
JIVIIL 3HAYWTeJIbHbIe HapyllleHUs BHeIlTHeCeKPeTOPHOM
pyHKITUN.

KnuHnudeckoe mposiBiieHHe KUCTO3HOro ¢ubposa
TIO/KeJTIyIOYHOM >KeJie3bl — SK30KPUHHAA HeJ0CTaTo4-
HOCTb, KOTOPasA UMeeT MeCTO y GOJIBIIMHCTBA GONBHBIX
MB u nposBiAeTca HapylleHueM acCUMWIALMM KUpa,
CcTeaTopeell M OTCTaBaHMEM B (M3MYECKOM PasBUTHUU.
HapymieHue cTyna BCTpedaeTcs yKe C IIePBBIX AHeW
»KU3HU y 47% G0bHBIX MB, a K rofy - y 76%. ¥V manu-
€HTOB, He IIOJIyYaloIIUX JIeYeHUs, HMeeTCA II0CTO-
AHHBIA JeUITAT KUPOPACTBOPHMBIX BUTAMHHOB — A,
E, D u K. B 6osiee crapiieM Bo3pacTe B pe3yJibTaTe BO-
BJIeYeHUA B IIATOJIOTUYECKUM IIpolrecc B-KJIETOK OCT-
poBKOB JlaHrepraHca IpuMepHO y 1/5 GOJBHBIX Pa3BU-
BaeTCA IMaHKPEeaTOTeHHbBIN CaXapHbIN Auaser [3].

Kuweunuk. HapyleHue TpaHCIIOpTa HaTpusd, XJopa
U BOJIBI B TOHKOU KUIIIKe COIIPOBOXKJAeTCA 3aKyIOPKOM
ee JUCTaJbHbBIX OT[eJIOB I'YCThIM U BA3KUM MeKOHVeM
U pa3BUTUEM MEKOHUAJIBbHOIO wieyca y 15% HOBOpOX-
JeHHBIX GOJBHBIX. 32 PeIKUM UCKIIOUeHueM, KapTUHA
MeKOHMAJILHOTO Weyca CBUEeTeTbCTBYeT 0 MB. B 6osiee
Tmo3gHeM Bo3pacTe y 20% GoMbHBIX MB BO3MOKHBI 00-
CTPYKLIYA IIPOCBeTa KUIMeYHUKA Ha yPOBHe ujeolle-
KQJIBHOTO YIIa KJIEUKUM CEeKPeTOM CJIM3UCTON U KaJo-
BBIMU MaccaM¥, (GpopMUpOBaHUe “OKBUBAJIEHTA MEKO-
HUAJIBHOIO wWieyca” WIW pasBUTHE CHUHAPOMA JUC-
TQJIBHOM WHTECTUHAIBHON OOGCTpyKIUuU. Jpyroi
TIPUIMHON MHTECTHMHAJIBHOU OOCTPYKIMM Y OOJBHBIX
MB MoXeT ObITh UHBATMHAIWA TOHKON KUIIKH.

OTMeuaeTcs 3aZilepXKKa B POCTe CO CHIDKeHUeM KO-
JIMYeCTBAa TOAKOXHOU >KHAPOBOM KJIETYaTKU M MbI-
IIeYHOM Macchbl NP HOPMAJIBHOM WIN Ja)ke IIOBBI-
IIEHHOM allleTuTe.

BrimmazeHe NpAMON KUIIKM OTMedeHO y 25%
GOJIBPHBIX, KaK IIPABWIO, — B Bo3pacTe 1-2 JeT. Y nmeTeit
cTapire 5 JleT PeKTaJIbHBIN IMPOoJIAIlC BCTpedyaeTcd 3Ha-
YUTEBHO pexxe [2].

K ¢axrTopaM, mpezpacrosaraonyM K BbIIaJeHUIO
NIpAMON KUIIKU, OTHOCATCA IPUCTYIBI KallIAd y AeTed
C M3MEeHEHHBIM CTYJIOM, HEeJOCTaTOYHOCTBIO NUTaHUA,
0C1abJIeHHBIM MBIIIEYHBIM TOHYCOM, B3AyTHEM KUIIeY-
HUKA U 3MU30NYECKMMHU 3alI0PaMU.

Ileuenw u Hcenuesvigodauue nymu. IlopakeHue rema-
TOOWIMAPHON CUCTEMBI SBJIAETCA MPAMBIM CJIeACTBHEM
ocHOBHOro Jedexta mpu MB. IlpusHaku ¢ubposa 1e-
YeHU B TOM WIM MHOM CTelleHW BCTPEYaloTCA TPaKTHU-
YecKU y Bcex OONBHBIX MB, a y 5% IanueHTOB pa3BUBa-
eTca OWIMApHBIA OUPPO3 IeYeHU C CHHAPOMOM IIOp-
TaJbHOU IMIlepTeH3uU. B 2% ciryyaeB meyeHOYHas HeJJOC-
TATOYHOCTb CTAaHOBUTCSA IPUYMHON CMePTH OOJILHOTO.
emunokamenHasa G6oje3Hb oOTMedaerca y 10-30%
GOJIPHBIX, IIPUYEM YaCTOTA XOJIEJITHA3ad He 3aBUCUT OT
TI0J1a, HO HapacTaeT C yBeJIudeHreM Bo3PacTa IaliieHTOB.
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Y 13% GOJBHBIX CMEIAaHHON Y KUIIeYHON (HopMOit
MB pasBuBaercs nuppos medyenu. OH Haubojiee THU-
el Jyisa myTtanuit W128X, nmensra-P508 1 X1303K.
Y 5-10% GOJIBHBIX OGHAPYKUBAETCA OMINMAPHBIN IUPPO3
ImeyeHU C IOPTaJbHON runepreHsueil. [lo maHHBIM
Welch, Smith (1995), kuHU4YecKue, MOpQoIorudecKue,
J1abopaTopHble, UHCTPYMEHTAJIbHbIe IPU3HAKU IIOpa-
’KEHUS Ie4eHU OOHApYKUBAIOTCA y 86% OGOJbHBIX.
Y MHoOrmx OOJIBHBIX Pa3BUBAETCA TAKXKe XPOHUYECKUN
XOJIEITUCTUT, YaCTO — KAJIBKYJIe3HBIN [3].

ITomosvle ncenesvl. CexkpeT IIOTOBBIX XeJe3 mpu MB
COZIepKUT MHOTO HaTpUA U XJIopa: cofiep:KaHue COIU
TIpeBbIIIaeT HOPMAaJIbHbIM ITOKa3aTesab B 5 pas. DTO CBA-
3aHO C HapyllleHreM peabcopOIY OHOB B BHIBOASIIIVIX
npoTokax. Takasg aHoManuA (QyHKIIUU ITOTOBBIX >Keye3
BBIABJIAETCA yXKe IIPU POXKJEeHUUM UM COXpaHAeTCA Ha
MIPOTKEHUHU BCel KU3HU MalyieHTa.

Bospias moteps cosu yepes KO>KHbIe IIOKPOBBI BeZleT
K MCTOIIEHUIO 3aIlacoB HAaTpUA U XJIOPA, XPOHWYECKOU
TUIIOIeKTPOJINTEMIH (CMHAPOM IiceBRo-bappeTra).

INoBbIIeHNe KOHLIEHTPAIIUK HaTPUA U XJI0pa JIeKUT
B OCHOBe IIOTOBOM IIPOOBI — JJaGOPATOPHOrO TecTa I
JuarHoctuku MB. B ycioBUAX KapKOro KIMMaTta, IIpU
TUTIEPTEPMUU U U30BITOYHON (PUBMUECKON Harpyske
TI0TePsI COJIU Yepe3 KOKHbIe IIOKPOBBI IIPUBOAUT K 3JIeK-
TPOJINTHBIM PacCTPOMCTBaM, TUIIOXJIOPEMIYECKOMY aJl-
KaJIo3y U TeIUIOBOMY yAapy.

PenpodykmueHnaa cucmema. Iloutu y Bcex (97%)
MY>KYUH, GOJMBHBIX MB, pa3BuBaeTcsi OGCTPYKTUBHAs
a300CIepMUsA, BbI3BaHHAA OOCTPYKIHeH, aTpodueit
WIN aTpe3uiell CeMABBIHOCAIIMNX NPOTOKOB. IIpu 3TOM
crepMaroreHe3 He HapylleH, YTO ITO3BOJISET PelIUTb
npo6yieMy GecCIUIOAVA C IIOMOIIBIO 3KCTPAKOPIIOPATh-
HOI'0 OIUIO/IOTBOPEHUS.

Y keHIIMH, 6OJTBHBIX MB, pelpoAyKTUBHAA cHUCTEMA
He nusMeHeHa. OTHAKO BO3MOXKHO CHIKeHMe JIeTOPOJHOM
(YHKITMY 13-3a TIOBBINIEHU: BA3KOCTU OTZE/IAeMOro Lep-
BUKAJIBHOTO KaHAJIa MAaTKH, 3aTPYJHAIOMET0 MUTPALIIIO
CIIepMAaTO30U/IOB; CHIDKeHUe (epTWIHHOCTU CBA3aHO
TaK)Ke CO BTOPUYHOM aMeHOopeel, BBI3BAHHOU HCTOIIle-
HUeM [3].

JlMarHOCTHKa MyKOBUCIIH03a
Heo6x0MMMOCTh paHHeN AMATHOCTUKU MB ompese-
JigeTcA CJieyIonyM:
® paHHee HA4YaJI0 JieyeHUs obeclieduBaer OGosee
BBICOKUI TepareBTUYeCKU 3G (eKT U yydmaet
IIPOTHO3;

® CBOoeBpeMeHHas II0OCTAaHOBKA AMarHo3a Mo3BoJigeT
aanTUPOBATBCA K COCTOSAHUIO, CBA3aHHOMY
C XpOHUYECKUM 3a60JIeBaHNEM;

® OTCPOYEHHOCTh JAUArHOCTUKH, OTCYTCTBUE afieK-
BaTHOU Tepanuy MOKeT IPUBeCTH K PasBUTHUIO
HeoOPaTUMBIX ITaTOJIOTMIECKUX M3MeHeHUH;

® Ipu mocIenyomell 6epeMeHHOCTH IOKa3aHbI
reHeTU4YeCKoe KOHCY/JIBTHPOBaHUe, IpeHaTaIbHasd
JUarHoCTUKa MB;

® (e3 yledeHUs HapyleHUA QYHKIUU >KeIySOYHO-
KHUIIeYHOI0 TPaKTa MOIYT IIPUBECTU K 3Ha4YU-
TEeJIbHOMY OTCTaBaHUIO peGeHKa B Pa3BUTHUU
U He0CTaTOYHOCTH ITUTAaHUA.

Jluazno3 MB Kaunuvecku cmasumcs, ecau o6Hapy-
Jcusarom:

® XPOHUYECKUN OGPOHXOJIETOYHBIN IIPOLIECC;

® KUIeYHBIN CUHJPOM;

® TI0JIOXKUTEIbHBIN IIOTOBBIM TeCcT (YpPOBEHb XJIO-

PHUZOB MOTA >60 MIKB/[J);

e MB y cubcoB.

JJIA IMOCTAaHOBKM AuarHo3a MB goctaTodHO coye-
TaHUA JIOObIX 2 U3 3TUX 4 IPU3HAKOB.

Yenexu 6 obaacmu 2eHemuxu no3e0Junu paspabo-
mams Hoeble kKpumepuu duazHocmuku MB:

® 1 ¥3 XapaKTepHbIX KIWHUYECKUX CUMIITOMOB

wim crydai MB B cembe, win

® TI0JIOKUTEJbHBIN pe3yabTaT HeOHAaTaJIbHOTO

CKPUHUHTA B CeMbe B COUYeTAaHUM C ITOBBIIEHHOMN
KOHIeHTpanmuen XJIOPHULOB nora
(>60 MMoIB/I), WK

® 2 NIeHTU(UITUPOBAHHbIE MyTAIH, WU

® 3HayeHHe DPA3HOCTH Ha3aJIbHbIX IOTEHIMAJIOB

B IIpezienax ot -40 xo -90 MB.
HeoHartanbHbIN CKpUHUHT MB OCHOBaH Ha ompefie-
JIEHUU B KPOBU HOBOPOXKJ€HHBIX, cTpaganmux MB, um-
MYHOPeaKTHBHOTIO TPUIICKHA, YPOBeHb KOTOPOro B 5-10
pas IpeBbIIIaeT HOPMY.
B 2006 r. MB BKIIOUeH B IepevdeHb 3a60JIeBaHMUIA,
IoJyTeXXAIUX 0013aTeIbHOMY CKPUHUHIY Y HOBOPOX-
JeHHBIX (IIpmka3 MwuHHCTepCTBa 3[paBOOXpaHEHU
U conpanabHoro passurtua PO N2185 ot 22.03.06).
CKpUHUHT HMeeT DAL IOJIOKUTEJIbHBIX CTOPOH,
B YaCTHOCTU:
® paHHAA NUarHocTuka MB y nmereil mosBosisgeT
OCYIIeCTBIATh CBOEBPDeMeHHbIe ajleKBaTHbIe
JledueOHO-peabUIUTAIIMOHHbBIE MepOIpPUS-
THUA;
® paHHee BbIABJIeHHEe GOJBLHBIX MB cmoco6cT-
ByeT CBOEBpPEeMEHHOMY MeJUKO-TeHeTHhde-
CKOMY KOHCYJIBTUPDOBAaHUIO UX ceMel U JI0po-
JoBoii JTHK-muarHocTuke;

® II03BOJIAET OIpeJieIUTh 4acTOTy MB B pasHbIX
pervoHax CTPaHbl, YTO BAXKHO JJIA IIAHUPO-
BaHUA oO0beMa JieueOGHO-TIPOPUIAKTUIECKON
IIOMOII Y 3TOY KaTeropuu 60JIbHBIX.

Hccnedosanue gynkuuu enewnezo dvixanug. Ilo mepe
MIPOrPeCCUPOBAHUA OPOHXOJIETOYHOI'O IIPOIecca OTMe-
4JaeTcs CHIDKeHUe o0BheMa (pOpCHPOBAHHOTO BBIZOXA 3a
1-10 cexyHay (O®B1), KpuBO# XU3HEHHON eMKOCTU
JIeTKUX U (POPCUPOBAHHOM KU3HEHHOU €MKOCTH JIETKUX.
CHIKeHUe yKa3aHHBIX IIOKasaTesjell Ha IO3ZHUX CTa-
JIVAX 3a00JIEBAaHUA CBA3AHO C pPa3pyIleHreM IapeHXUMbI
JIETKMX YW HapacTaHWeM PeCTPUKTHUBHBIX PacCTPONCTB.
C IIOMOIIbI0O METOJI0B OLIEHKU (PYHKITUU JIETKMX MOXKHO

(Oxonuanue — Ha c. 28)
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(Okonuanue. Hauano — Ha c. 22)
OLIEHUTD PeaKIINio GPOHXOB Ha GPOHXOAMIATATOPHI U BBI-
ABUTH ITALIMEHTOB, V¥ KOTOPBIX IIpUMeHeHue 3TUX IIpela-
partoB GyzeT addeKTUBHBIM [7].

Tecmovl Ha HedocmamouHocmb GyHKUUU nodiceny-
dounoii ncenesvl. Heo6X0AMMO TIPOBECTH KOIIPOJIOTHYe-
CKOe VCCiIefiIoBaHue U IO TBepAUTh HaJI4le CTeaTOpeu.
[Ipy MUKPOCKOIMYECKOM MCCIeJOBAaHUU B Kaje
60bHBIX MB ¢ HEZOCTaTOYHOCTHIO (PYHKITUU IO KEITy-
JIOUHOM >KeJie3bl BBIABJIAIOTCA MaCIAHHCTbIE KalleJbKU
HeUTpaJbHOTO >kKupa. l3MepeHUe KOHIIeHTpanuu Qe-
KaJIBHOTO TPUIICKHA U 1ACTa3bl-1, 0OBITHO HU3KOM WiIN
HYJIeBOU y GONBHBIX MB, moATBep:KIaeT MaHKpeaTHde-
CKyIO HeIoCTaTOYHOCTb.

O6wuii ananus kposu. XapakTepHa aHeMUA pasHOU
CTeIleH! BBIPAKEHHOCTH, OOBIYHO HOPMO- WIH THIIO-
XpOMHas. AHeMUsI MMeeT NOJMV(AKTOPHBIA TeHe3 (CHU-
YKeHUe BCaChbIBaHMsA JKejle3a M BUTAMMHA B, B Kuiey-
HUKe BCJIeJICTBUE Pa3BUTH CHHPOMA MaThabcopOIu).
BO3MOKHEI JIeIKOIIeHUs, TIPU Pa3BUTHUU THOMHOTO GPOH-
XUTa U THEBMOHUM — JIEMKOITUTO3, yBenudeHre COD.

Buoxumuueckuii anaau3 kposu. BplABiAeTCA CHU-
JKeHUe CoJlep)KaHuA ofOmero 6eiaka ¥ ajp0yMUHA, yBe-
JIU4YeHue YPOBHA - U Y-TIOOYIMHOB, OMIMpyOMHA
U aMHuHOTpaHcepas (IpU IMOpaKeHUM IIeYyeHU), CHU-
»KeHUe aKTMBHOCTM aMWwiasbl, JIMIasbl, TPUIICHHA
U YPOBHA Kejie3a, KaJblyA (IIPX PasBUTUM CUHAPOMA
MAaJTBJTUTECTUY, MaJTbabCOPOITUN).

AHanu3 nameHn kposu unu obpasuos JHK Ha Mma-
J)KOpHBIe MyTanuu reHa MB - Haubosee 4yBCTBU-
TeJILHBIU U CHenu(pUIecKUy AUATHOCTUYECKUU TecT.
OngHAKO 3TOT MeTof, LieslecooOpaseH AJIA CTPaH, Ifie Jac-
TOTa MyTanuu geinbra-P508>80%. Kpome Toro, MeToauKa
O4YeHb JIopora U TeXHUYEeCKU CJIOKHA.

IIpenamanvhaa duasHocmuka MB TIpOM3BOAUTCS
C TIOMOIIBIO OTIpeiesieHNsA M309H3MMOB IeJIOYHOM (poc-
(daraspl B OKOJOIUIOZHBIX Bojax. I[IpMeHeHHme 3TOro
MeTO/la BO3MOYKHO ¢ 18-20 Hen GepeMeHHOCTH.

Penmeenonozuueckoe ucciedosanue ne2kux BbLABIAET
U3MeHeHUA, BhIPaKeHHOCTb KOTOPBIX 3aBUCUT OT TH-
»KecTU U (aspl TedeHU 3aboseBaHMA. Hambosee xapak-
TepHble M3MeHeHU:

® ycuieHWe U TIKUCTOCTh JIETOUHOTO PHCYyHKa

BCJIE/ICTBHE IePUOPOHXUATBHBIX NHTEPCTULH-
aJIbHBIX U3MeHeHU;
® pacivpeHue KOpHeil JIeTKUX;
® KapTUHA JOJBKOBBIX, CyOCETMEHTapHBIX WIU
Jlayke cerMeHTapHBIX aTeJeKTa30B JIeTKUX;

® [IOBBbIIIeHNE IIPO3PAaYHOCTHU JIETOYHBIX IIOJIeH,
IIpeuMyIleCTBEHHO — B BEPXHUX OTAeIaX; HU3Koe
CTOSIHME U HeJOoCTaTOYHaA IIOJBI)KHOCTH JAMa-
(pparMsbl; pacmvpeHue 3arpyAMHHOIO IIPOCTPaH-
CTBa (IIposABJIeHNe 3M(pU3eMbl JICTKUX);

® cerMeHTapHasA WJM IOJUCerMeHTapHas:d
UHQUJIbTPAllUA JIETOYHOM TKaHU (IpU pas-
BUTHU ITHEBMOHUM).

JleueHue

JledeHre HalpaBieHO Ha yBeJIUYeHUE IIPOAOIDKU-
TeJIBHOCTH U NOBBIIIEHNE KadecTBa >XKU3HU. OCHOBHbIE
HalpaBJIeHus JieyeHus 60IbHbIX MB:

® ueToTepaIus;

OPOHXO0- I MyKOJIUTUYIEeCKasl TePaIIV;
AHTUOAKTepUAIBHAS TePaIysd;
(pepmMeHTOTEpanUA IHpenapaTaMH IOJKely-
JTOYHOM »KeJIe3bl;
BUTaMUHOTEPAIINA;
e jredeGHasA GUIKYAbTYpa (pU3MOTepanusa, KUHe30-
Tepanus);

® jledeHUe OCJIOKHeHU! MB;

® IIpUMeHeHH’e IellaTOTPOIHBIX IIPeIapaTos;

® JHTAIANMOHHASA Tepalu-.

Juemomepanus, noddepicanue HympumueHo20 cma-
myca. IIpumepHO 85% GOJIBHBIX MB CTpajaloT BHeIIHe-
CeKpPeTOPHOM HeJOCTaTOYHOCTHIO ITOJPKeIYIOYHOM XKe-
JIe3bl C OYeHb HU3KMM YPOBHEM WIHN IIOJHBIM OTCYTCT-
BHeM IIaHKpeaTH4YeCKUX (pepMeHTOB (IMIIasa, aMuIasa,
TPUIICKH) B ABeHAALIATUIIEDCTHON Kuike. IIpu 3amec-
TUTEJBHOM Tepanuu GoabHBIM MB ciiemyeT HasHadaThb
MUKpochepuyeckre ¢epMeHThl IOKeNYJOUHON Ke-
JIe3pl ¢ pH-4yBCTBUTENLHOM 06GOJIOYKOU B Ho3e 500-
1000 EJl/Kr mIa3el BO BpeMA OCHOBHOI'O IIpHeMa ITHIIH
U TIOJIOBUHY 3TOM JI03bI — IIPH JIOTIOIHUTEILHOM IIpHeMe
MUY (HallpuMep, KPeoH).

AKTHUBHOCTb ITaHKPEaTUIeCKUX (PepPMEHTOB MOXKET
OBITH CHIDKEHA Ha (pOHe HOBBIMIEHUA KUCIOTHOCTH Ke-
JIYJOYHOTO COKa. B 3TOM Ciiydyae MaKCUMaJIbHBIN 3¢-
(dekT 3aMecTUTENBHON (PepMEHTHOU Tepalryl JOCTUTa-
eTcd IIyTeM HasHayeHUs aHTAalUAHBIX IIpelapaTtoB —
610xaTopoB H,-pernenTopos U (iix) HHTUOUTOPOB IPO-
TOHHOU IIOMIIBI.

AfexkBaTHaA (pepMeHTHAs TepallyA I03BOJIAET PEKOo-
MeHJI0BaTh OOJIbHBIM MB BBICOKOKIOPUMHYIO AUETY,
obecrieyuBaronyo 120-150% BO3pacTHOW HOPMBI; 35—
40% sHepreTHMYeCKON MOTPeOGHOCTU JOJDKHO 0Oecredu-
BaTbCA KUPAMU. BbpICOKOKaJIOpHiiHble MNUIEBbIE [J0-
0aBKU B BUJle MOJIOYHBIX KOKTeIUTell MOXKHO Ha3HAYaTh
MManyeHTaM ¢ MHAEKCOM Macchl Tena <18,5 Kr/m? B noze
800-900 KKaJ/CyT B Ka4eCTBe JIOTIOJTHEHUA K OCHOBHOMY
panyioHy. Bo MHOTUX IleHTpax IpU BbIpa)keHHOM Jiepu-
OUTe MacChl Tejla HA3HA4aloT 30HAOBOE KOPMJICHUE
B HOYHOE BpeMs C MCIIOJIb30BaHUEM Ha30racTpajbHOIO
30HJ]a WIN TaCTPOCTOMBI.

BospHBIE C ITAaHKpeaTU4eCKON HeJOCTaTOYHOCTBIO
©XKeJJHeBHO JOJDKHBI IOJy4aTh >KUPOPACTBOPUMbIE BU-
Tamussbl A, D, E, K. Buramus K Heo6XoauMO J00aBIATE
GOJIBHBIM C 3a00JIeBaHUAMY ITeYeHU U IIPU JIUTETHHOM
npueMe aHTUOUOTHUKOB. [TaIfeHTHI ¢ COXPaHHOU QYHK-
Vel TOJKeIyIOYHOMN >KeJle3bl 00g3aTeIbHO JOJIKHBI
noxydatse BUTaMuH E. BomopacTBopuMble BUTaMHHBI
Ha3HAYaloT GOMBHBIM MB B OOBIYHBIX IPOGIIAKTHIE-
CKUX JO3UPOBKAX, PEKOMEHyeMbIX 3[JOPOBBIM JIAIIAM
COOTBETCTBYIOIET0 BO3PACTA.
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YmeHvueHUue  OpoHXUANLHOLL  06CcmMpyKUUU.
OO6s13aTeIbHON COCTABJIAIONIEl YacThio Tepanuu MB sB-
JIAeTCA pa3XKUKeHue BA3KON MOKpPOTBHI U OYuIlleHUe
OPOHXUAIBHOTO JiepeBa C WCIIOJb30BAaHUEM MYKOJIU-
THKOB M OTXapKUBAIOIIUX cpeAcTB. Hecrrenuduyeckue
MYKOJMUTUKY (N-alleTIIIMCTENH, aMGPOKCOJI, KapOou-
CTeVH W UX aHAJIOTU) IPUMEHAI0TCA IIpu JjledeHuu MB
UHTaJALMOHHO, BHYTPb U BHYTPUBEHHO. MHOTrOIeTHUM
OIIBIT IIPUMeHeHUs 3TUX IIperapaToB CBUeTelbCTByeT
00 UX XOpOIIleli MepeHOCUMOCTU U 3P (HEKTUBHOCTH TIPU
neyenuu MB. K HecnenmuduiyecknM OTXapKHUBaOIIUM
CpeZicTBaM OTHOCUTCA PAcTBOP HATPUA XJIOPUJAA B KOH-
LeHTpanuy 3-9% (MHTAJAIUN), IYTO CIIOCOGCTBYET YiIyd-
[IeHUI0 GPOHXOJIETOYHOM (QYHKIUUL.

CrennduieckuM JIeKapCTBeHHBIM CPeICTBOM Jie-
yenua MB asngerca [IHKasa (gopHasa-o) — Ipemapar,
CO3JJaHHBIU CTENUAIBHO UL MyKOJIUTAYECKOMN Tepanun
MB. DT0 — reHHO-UHXe€HePHbIN MYKOJIUTUK, KOIIUA de-
snoBeyeckoro (Gepmenrta [JHKaspl, pacieruisiomui
gnuHHBIe Tenu JITHK, KoTopble BBICBOOOXKIAIOTCA U3
paspylleHHBIX fep HeUTpPO(IWIOB, YTO 3HAYUTEIHHO
yIydiiaeT peoyIoTHYecKye CBOMCTBA MOKPOTBHL.

IIpoBefieH pAf KIMHUYECKUX MCCIeOBAaHUMN A
olleHKU 3G GEeKTUBHOCTU U 6e30IaCHOCTU 3TOT0 PEKOM-
6mHaHTHOTO (epmeHTa y OoMbHBIX MB [2, 3].
YcTaHOBIEHO, YTO JIedeHHe AOPHA30M-o CHIDKAeT 4ac-
TOTY 00OCTpeHUII GPOHXOJIETOYHOIO ITpoIlecca, 3HAYU-
TeJbHO 3ameisieT perpecc O®B, y 60abHBIX MB, yimyy-
IaeT HyTPUTUBHBIN CTaTyC, OKasbIBaeT BbIpa)KeHHOE
IIPOTHBOBOCIATIUNTE/IbHOE JIeHiCTBUe: CHIKAaeT KOHIIeH-
TPaLMIo MHTEPJIeNKNHA-8 ¥ HeUTPOQMIBHOMN 31acTasbl.
JopHaza-a 3¢ deKTUBHA IIPU OJHOKPATHON WHTAJIAIIUN
B JIeHb; IIpYU ABYKPATHOM WHTAJALNYU IIOJOKUTEIbHbIN
3¢ deKT JeueHus CUiIbHee [2, 5].

CreneHb GPOHXMAJTBHOM OOCTPYKIMU Tpu MB
MOTYT CHU3UTh OPOHXOZMJIATATOPHL. BpoHXOAMIA-
TaTOPhI U3 TPYIIIILI 3,-aTOHKUCTOB — CTAHAAPTHBINA KOM-
IOHEHT 6asucHOi Tepanmuu MB. DpdexTUBHOCTDL P,-
aTOHMCTOB KOPOTKOTO JleicTBUA ¥ 60IbHBIX MB foKa-
3aHa B pAze ucciaefoBaHuil. [loka3aHo, 4TO B JIedeHUU
OPOHXOOOCTPYKTHUBHOIO CUHAPOMA Yy B3POCJBIX
60sbHBIX MB aHTUXOJMHePru4ecKUN GPOHXOAMIIA-
TaTop (Mnparponusa 6pomuf) spdexTusHee, yeM f,-
aroHUCTEHI. YculeHUe 6a3vCHOM Tepamuy y B3POCIBIX
MMaIMeHTOB AHTUXOJIWHEPTUYeCKUM OpPOHXOAUJIATA-
TOPOM IIPOJIOHTMPOBAaHHOTO JeMCTBHUA THOTPONUA
O6poMUJIOM B TedeHUe 6 MeC IO3BOJIMJIO CHU3UTH TH-
KeCTh KJIMHUYeCKUX CUMIITOMOB M IIOBBICUTH TOJIe-
PaHTHOCTB K (pu3MYeCcKoU Harpyske [8, 9].

Kuneszomepanus. DpheKTUBHOCTb MyKOJUTIYECKOMN
Y1 OPOHXOJIUTUYECKOM Tepaluy BO MHOTOM 3aBHCUT OT
KadecTBa KMHe30Tepaluu. DTO — KOMIUIEKC Mep, Ha-
MIPaBJIEHHBIX Ha MOGWJIM3AIMIO U IBAKYAI[UI0 MOKPOTHI
13 OGPOHXMATLHOTO [epeBa. TpagUITMOHHO IpHMe-
HAeMble MeTOAMKU: IePKYyCCHOHHBIM MaccCaK, IIOCTY-
PaJIbHBIN JpeHa)X, ayTOTeHHBIU ApeHaXK, ITUKJI aKTHUB-

HOro jbrxaHudA. C yCIexoM HCIIONb3YIOTCA IPUOOPEL,
TIO3BOJIAIONIMe OJarofaps MeXaHUYeCKOMY BO3Jei-
CTBUIIO VIIYYOIUTH IBAKYaI[UI0 THOMHOM MOKPOTBI U3
OPOHXUAILHOTO JepeBa; IpeK/ie BCero — 3TO alapaThl
JUI1 BUOPAIIOHHO-KOMIIPECCUOHHOM, YIBTPa3BYKOBOM
Tepamuyd W UHTPAOPOHXUAJBLHON MepKYyCCHUU.
ExxerHeBHas Tepanusa 6opHOro MB: mHTrananus 6poH-
XOJIUTUYECKOro IIpeliapaTa, 3aTeM — IIpyueM MYyKOJIUTH-
YeCKoro cpefcTBa (aMOPOKCOJ, aleTWINNCTeNH WU
(dbusrosoruyecKuil pacTBop), ApeHaX MOKPOTHI C HC-
TI0/Tb30BaHMEM 37IeMeHTOB KUHe30Tepaluy, NHTALAINA
AHTUOUOTHKA.

Bcem mamuentam ¢ MB Bo BceM Mupe peKOMEHY-
€TCsA BeCTH AKTHBHBIN 00pa3 KWU3HY, 3aHUMAThCA QU3U-
YeCKUMU YIPLKHEHUAMH, B TOM YUCJIe — C dIeMeHTaMU
CriopTa.

VI3 pekoMeH/lyeMbIX BHIOB CIIOPTa MOXKHO Ha3BaThb:
IUIaBaHMe, JIETKUN Oer, e3Ny Ha BeJIOCUIIeZle, KaTaHUe
Ha JIbDKAX B IIPOTYJIOYHOM PeXKUMe, 6a[MUHTOH, MAJIbIN
TEeHHUC, BOJIE00J1, Typu3M. ECIIN HeT ajuiepruu, MOXXKHO
3aHUMATHCA paUTTepanmerl — e3[0ld Ha JIOIAsiX.
3amnpemarTca BUABI CTIOPTA, CBA3aHHBIE C IIOBBIIIeHHOMN
OITaCHOCTBHIO TPAaBMAaTU3AIlUN: KOHBKY, XOKKeH, GyToou,
OOKC, TSDKeJIasl aTIeTUKa, pa3Hble BUIBI OOPLOBI, MOTO-
CTIOPT.

[TanpieHTaM, KOTOpble aKTUBHO 3aHUMAIOTCH CIIOP-
TUBHBIMHY VIIPRUKHEHUAMU, HeOOX0JMMO KaKAble 6 MeC
IIPOBOJUTL KOHTPOJBHBIE McuIefoBaHuA: DXOKI, DKT,
onpeiesieHre (QYHKIIUYM BHEIIHEro JbIXaHU.

IIpomvleatue Hoca — HeobGXomumas I GOJIHHOTO
MB esxerHeBHasA npoueaypa. OHa Croco6cTByeT Ipodu-
JIAKTHKEe O0OCTpeHUN XPOHUYECKOrO TalMOpPUTA, IT-
MOWIHWTa U TOJIMIIO3a HOca. B KadecTBe pacTBOpOB, HC-
TI0JIb3yeMbIX C 3TOM LIeJIbI0, IPUMEHAIOTCA M30TOHNYe-
CKUY pacTBOp HaTPUA XJIOPWZA, PACTBOP MOPCKOMN COIHU
¢ MUHepanamu, pactBop N-amerwianucrenHa. O6nemM
pacTBopa JUIA IPOMBIBAaHMA HOCAa C OJHOM CTOPOHBI —
100-200 mur. JlaBieHUe KUAKOCTU IIPU IIPOMBIBAaHUU
JOJDKHO COCTaBaATL 10-20 c¢M BOA. CT., TeMIlepaTrypa
pacTBopa — B Iipefiesiax 37°C. [IprMeHATH C 5TOM LIesIbI0
NUIIeTKY, IIIPHUIbI, Pe3WHOBble I'PYIIM WJIMU aHaJIo-
rU4Hble ycTporcTBa («JomprH») KaTeTOpUIecKH 3alpe-
IAeTCA.

Anmubaxmepuanstaa mepanus. Hamuaue XpoHUde-
CKOU peclupaTopHOX MH(peKINHU B OCHOBHOM oOIIpeJie-
JIAeT TAXKECTb COCTOAHUA Ipu MB. B ¢BA3U € 3TUM aHTU-
OaKTepUaNbHASA Tepamusa INPeACTaBIAeTCA ONHUM U3
caMbIX BXKHBIX HaIIpaBJIeHUI JedeHUs. TkecTb UH(eK-
IIMOHHOTO IIPOLIECCa B JIETKUX O0YCJIOBJIEHAa KaK PasHbIM
XapaKTepoM I1aTOreHHOM MUKPOQJIOPEL, TaKk U MOPdOJIo-
TMYeCKUMU U3MeHeHUAMHU, CcGOPMUPOBABIIUMUCA
B OPOHXOJIETOYHOM CHCTeMe BCJIeICTBUE XPOHUIECKOTO
BocnayeHusA. Haubosee YacThIM BO30OyqUTeIeM WH-
(deKIuU ABIAETCA 30JI0THUCTBIM CTA(WIOKOKK, OJHAKO
y B3POCJIbIX HauWHaeT JOMHUHUPOBATh CUHErHOMHaA IIa-
JIOUKA U Jpyras rpaMoTpuIaTeabHas ¢iopa [5].




B A TEMA

Takue (aKTOphI, KaK 0COOEHHOCTU (PapMaKOKUHe-
TUKU aHTUOWOTUKOB Ipy MB (MakcUMaybHAasA KOHIIEH-
Tpanysa B CBIBOPOTKE KPOBU y OOJNIBHBIX MB HIinKe, 4eM
IIpU BBeJEeHUM TON JKe JO3bl Ipemapara OGOJBLHBIM
C APYroy IaTOJIOTHeH), BHYTPUOPOHXUAIBHASA JIOKAIU-
3aIlMAd MUKPOOPraHM3MOB, IIJIOXO€ IIPOHUKHOBEHUE
B MOKPOTY OOJIBIIMHCTBA aHTUOWOTHKOB, YaCTO BCTpe-
Japomancsad aHTUOHOTUKOYCTOMYWBOCTh MUKPOOPTa-
HU3MOB, IUKTYIOT HEOOXOAUMOCTb BHYTPHUBEHHOIO BBe-
JleHUs BBICOKVIX PA30BBIX ¥ CYyTOYHBIX 103 AHTUOMOTUKOB
[4, 5]. BbIGOp aHTHOAKTEPUATBHBIX IIPENApaTOB 3aBUCUT
OT pe3ylbTaTa MUKPOOHOJIOTMYECKOr0 MCCIeOBAHUS
MOKPOTBI U aHTUOUOTUKOTPAMMBL.

VHTanmanuu aHTUOMOTUKOB GoibHBEIM MB mpoBo-
IATCA JUTUTENTBHO, YTO IO3BOJIAET HOOUTHCA Gosiee BBI-
COKOH KOHIIEHTPAIUHU IIPEeapaToB B GPOHXUAIBEHOM CeK-
peTe U KOHTPOJILPOBATh 06CeMeHEHHOCTh MOKPOTHI BO3-
OyIUTeSIMU.

Pa3pa6oTaHbl CIENUATN3NPOBAHHBIE WHIAJAIY-
OHHBIe (OPMBI IIPOTHBOCHMHETHOMHBIX IIpeIapaToB MAJA
seyeHus MB - TOOpPaMUIIUH, KOJUCTAH W a3TPEOHAM.
B MHOrO4YHCIeHHBIX MHOTOIEHTPOBBIX MCCIEJOBAHUAX
JIOKa3aHbl 0e30IIaCHOCTh UM KJIMHWYecKas 3¢deKTHB-
HOCTh WHTAJIAIMOHHOTO TOGPaMUITHA, CHIDKEHIe YHCIa
060CTpeHUlA, yIy4dllleHre PeCclnupaToOpHON (GYHKIUU
U yMeHbIlIeHNe KOJOHU3AIlMM CUHETHONHON IaJIouKu
y GOJIBHBIX, MOJIYYaBIINX STOT Ipenapar.

Co3paHsl crenyaibHble (POPMEBI B BHJle CyXOro IIO-
poIKa, Gosee yZoGHBIE B IPUMEHEHUU, YTO MOBBINIAET
TIPUBEP)KEHHOCTH OOJIBHBIX JieyeHUo. VzydaeTca addek-
TUBHOCTb MHTALAITMOHHBIX (POPMaMUKaIHA, TeBODIIOK-
canMHa ¥ HUIpodIoKCcallHa.

Tpancnianmayus Neekux sIBJISeTCS METOLOM BBIOOpA
y GoibHBIX MB ToOrza, Korja pecypchbl KOHCEPBATUBHOTO
JledeHrs ucdeprnaHsl. [IokasaHUAMU K TPAaHCIUIAHTAlUU
JIeTKUX Ipu MB ABJIAIOTCA BbIpaskKeHHasA JbIXaTelbHas
HEeIOCTaTOYHOCTE ¢ O®B <30% oT JOJIKHOM, TUIIOK-
ceMusA, TUINIepKanHusA, GOpMUPOBaHYe JIeTOYHOU TUTIep-
TeH3UU.

[Ipy TpaHCIUIaHTaMM INIPOU3BOJUTCA IlepecajKa
000HX JIETKUX, BO3MOXKHA TaKke Ilepecajka KOMIUIEKca
JIeTKYie — cepZlie C IIoCJIeAyIomeil MpoLefypoil «I0MIHOY,
T.e. C IlepecaZikoi cepana 6oiasHOro MB mpyromy peru-
IIMEHTY.

Tennaa mepanus. YaeHble CHTE3UPOBAIY T'eH OeJTKa
MBTP. B HacToAmee BpeMA IpPeAIIPUHUMAIOTCA aK-
TUBHBIE IIONBITKM BBECTH 3TOT I'eH B 3IUTeIHAIbHBIE
KJIETKY OPOHXOB. JIoKa3aHo, 4To Aaxke 10% ypoBeHb HOP-
ManmbHOro MBTP MokeT o6GecrieuuTh (HU3UOIOTHMIECKYIO
(YHKIUIO JIeTKUX. DTO — HOBBIM 3Tal B JiedeHUU MB,
STUOJIOTUYECKUI TOAXO0, K JIeYeHUIO 3a60IeBaHuLA.

Koppexmopol xn0pHuix kananos. IlpuMeHeHne Bele-
crBa VX_770, TaKk Ha3bIBA€MOI'O «KOPPEKTOpPa» XJIOPHOIO
KaHana (uccimepoBanue STRIVE), mpuBeso K mpUpOCTy
O®B, Ha 17%; 4acTOoTa OBOCTPEHMII yMEHBbIIWIACh Ha
55%; Macca TeJa yBeJIM4wiIach Ha 2,7 KI.

[MoxTBepKIeHreM HOPMAIU3anuy (GYHKINU XJIOp-
HOTO KaHaJIa ABWIOCH CHIDKEHHE KOHILEeHTpAaIuU XJIO-
PHIOB IIPU TIPOBEJIEHIH IIOTOBOIO TeCTa: B IPYIIIe HaIly-
€HTOB, MOoTy4YaBmux VX 770, B OIMYMe OT PYIIIBI ILIa-
11e60 HaOJIIOAAIOCh CTATUCTUYECKU 3HAYMMOe ee CHU-
YKeHUe.

TakuM o06pasoM, JiedeHHe OOJBHBIX MYKOBUCIIU-
ZI030M OCHOBAaHO HAa KOMIUIEKCHOW TepaIvy C IpHUMeHe-
HUEeM aHTUOAKTePUABHBIX, MyKOJUTUIECKUX U GPOHXO-
JINTUYEeCKUX IIPeapaToB B COYETaHUU C pepMeHTOTepa-
nvell u ¢usmnorepanuen [10]. IlepcrieKTHBbI JiedeHUA
CBA3aHBI C JAJIbHEHIIel pa3paGoTKON aHTUOAKTepU-
QIBHOU Tepanuy, MeTOZOB TPAHCIUTAHTAIIVIY U TeHeTHde-
CKOI KOpDeKIIHeH.
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