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Cnucok cokpalieHum

K® — kucro3usiit ¢pudpo3

CFTR — xucnopubpo3HbIiA TpaHCMEMOPAHHBIN PETYIISITOP MTPOBOIUMOCTH
ABITA — anneprudeckuii OpoOHXOMyJIBMOHAIBHBIN acepruies

NPT — UMMYyHOpPEaKTUBHBIN TPUIICUH

BBepexHue

Kucrozusiit ¢pubpo3 (KD), mnm MykoBUCIIHUII03, — OJHO W3 Haubosee
YacThIX HACJIEICTBEHHBIX 3a0osieBaHuil. OHO XapakTepu3yeTcsi HapylIEHUEM
(GyHKIMM 3K30KPUHHBIX Kejle3 MPAaKTHUYEeCKH BCEX OPraHOB M CHCTEM, OJIHAKO
TSKECTh 3a00JIEBaHUS M TPOTHO3 )KU3HU NAllMEHTa, KaK MPaBUI0, 00YCIOBICHBI
U3MEHEHUSIMU OPTaHOB JIbIXaTEIbHON U MUIIEBAPUTEILHON CUCTEM.

JlaHHas 1MaToJIOTHs SBIISETCS BaXKHOM MPOOJIEMON COBPEMEHHOW MEIMIIH-
HBI, 9YTO 00YCIIOBJIEHO HEMPEPBHIBHO MPOTPECCUPYIONTIM TeUCHHEM 3a00JIeBaHUS,
paHHE MHBAIMIM3ALMEH MAlMEHTOB, IOPOrOCTOSIIMM JeueHueM. CeroiHs paH-
Hss1 quarHoctrka K@ B Pecniybnuke benapych 3arpyaHena. B To sxe Bpemsl 1u-
pPOKOE TPHMEHEHUE COBPEMEHHBIX JIeYeOHO-PEAOMIUTAIIMOHHBIX TPOTPaMM TIO-
3BOJISIET OCYIHIECTBUTH A(P(HEKTUBHOEC MEIUIIMHCKOE HAOJIOJCHUE U YIYUIIUTh
MIPOJIOJIKUTEIILHOCTh M KAYECTBO YKU3HU MalMeHTOB. B mocneaHue roapl, 6iaro-
Japsi COBPEMEHHBIM TeXHOJIOTHSIM JiedueHus: KD, B momyssiuu oTMedaeTcsi poct
yrcna naiueHToB ¢ KO roHomeckoro u 3penoro Bo3pacra. B 31oit cBsizu mpobiie-
ma KO niepecrainia ObITh YHCTO METUATPUUECKOM, OHA TIpUoOpeTaeT Bce Ooiee BbI-
PaXXEHHYIO COIMAJIBHYIO HAIPABJIEHHOCTb, CBSA3AHHYIO HE TOJBKO C ITOMCKOM HO-
BBIX METOJIOB JICYEHUSI, HO U C COLMAIBHOW afanTaluyen NalueHToB.

UcTopusa Bonpoca

[TepBbie cnyyan K® onuceiBanuch enie B Hadaie XIX B., KOrjga xKuTeln
OpUTAHCKUX OCTPOBOB KOHCTATUPOBAJIHU: €CIIM OILIYLIAETCS COJEHbIH MPUBKYC
IIpU LEJI0OBaHUM TPYAHOr0 pedeHka, To oH oOpedeH. Kak mpaBuiio, 1etu ymupa-
a1 B panHeM Bo3pacte. Kak 3a0oneBanue KO Obu1 BeisiBieH B 30-€ rr. nporuuio-
ro crosietusi, korga B 1936 r. Benckuii neauatp I'Buno @aHkoHu ¢ coaBTOpaMu
ormucan K® momxenyounoit xene3sl B COYETAaHUN C OPOHXOIKTa3aMH, YKa3aB
Ha ceMelHbIN xapaktep 3a0oneBanus. B 1938 r. matomoroanatom Jopotu AH-
nepcon (CIIA), Beinenuiia KO, BceCTOpOHHE €ro OMUCaB, B CAMOCTOATEIBHYIO
HO30JIOTHYECKYI0 €IMHUILY TI0JI Ha3BaHUEM «KHCTO3HBIN (PUOPO3 MOIKeTyn09-
HOM xene3py. Dapbdep B 1945 r. npeuioxkun Apyroe HazBanue 001€3HU — MY-
KOBHCIHI03 (OT JIAT. MUCuS — CIIM3b, VISCUS — BS3KWI), YKa3bIBas Ha POJIb
MOBBIIIEHUS BA3KOCTH CEKPETA HK30KPUHHBIX kKeJe3. TepMUuH «MyKOBUCLIHIO3)
B HACTOSIIIEe BPEMsI UCIIOIb3YETCs, IJIaBHBIM 00pa3oM, B HEKOTOPBIX €BPOIIEH-
CKUX CTpaHax, B ToM uucie u B Pecriydnuke benapycs. B 1953 r. Obut oTKpBIT
(heHOMEH MOBBIIIEHHOTO COJIEPYKAHMS JICKTPOIUTOB B MOTE y 601bHBIX KD (12
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Cant-Arnese ¢ corpyanukamu), a B 1959 r. I'mocon n Kyk (CIHA) npenso-
KWIN METOJ| MUJIOKApIMHOBOTO TECTa JUIsl MPOBEAEHUS MOTOBOW IpoObl. ['eH
K® 6511 u3onupoBan B 1989 r. B pe3yabpTaTe COBMECTHBIX UCCIEAOBAHUMI IBYX
ka"aackux (L. C. Tsui, J. Riordan, TopoHTO) M OJHON aMepUKAHCKOM
(F. Collins, Muuunran) nabopatopuii.

PacnpocTtpaHeHHOCTb 3a6oneBaHus

PacnipocTpaneHHOCTB 3a00JI€BaHMS B Pa3HBIX MOMYJIALMIX CYIIECTBEHHO
Bapeupyert. [lo ganusim BO3 (2007 r.), B cTpanax EBpomnbl oHa konebaeTcst ot
1:2000 mo 1 : 9100 HoBOpOXAEHHBIX (Ta0d. 1).

Tabnuya 1
Yacrtora BecrpeyaemocT K® nmo JaHHBIM HEOHATAJBLHOT0 CKpUHUHTa B EBpone (2007)
Crpana YacToTa BCTPpE4aeMOCTH HA YHCJI0 HOBOPOKICHHBIX
3anagnas Yexus 1: 9100
BenukoOpurtanus 1: 2700-1: 2850
Uranus 1: 2500-1: 5200
ABcTpus 1: 3500
Hcnanus 1: 4000-1: 10 500
®paHuus 1: 4700
[Tonbura 1: 5000

B Pecniy6nuke benapych wacrora K@ cocrasmsier 1 : 6000 HOBOpOXKIeH-
HbIX, B Appuxe — 1 : 7000, Azuu — ot 1 : 40 000 mo 1 : 350 000.

Exerogno B mupe poxaaercsa oosee 45 000 nereit ¢ K. Yucno 0onb-
HeIX B 3amagnoii EBpore — oxoino 38 000, B CIIIA — 6o0mee 35 000, Pecrry6-
muke benapycs — okono 140. C TOYKHM 3peHHsI KOJIMYECTBA BBISBICHHBIX CIIy-
yaeB, KO MoxxeT paccmaTpuBaThCsi Kak Majo3HauuMasi 00Jie3Hb B Hallleil cTpa-
He. JlyMaercs, 3TO 3aBUCUT OT YCWJIMI, KOTOpbIE MPUJIAratoTCs JUIsl paclo3Ha-
Banusg K®. K coxanenuto, U cerojiisd OTCyTCTBHE y Bpauell HaCTOPOKEHHOCTHU
B OTHOIIEHUHU OOJIE3HU BEAET K TOMY, UTO OHA HE BKJIIOYAETCS B Kpyr Audde-
peHIuanbHoro auarsHosa. uarnoctuka K® cymectBeHHo Huxke (Oonee uem B
10 pa3) pacyeTHOTO MOKa3aTelsl.

B Hacrosiee Bpemst HaOmoaercst Oosblias BapuadeIbHOCTh 0XKUAAEMON
HPOJIOJDKUTENIFHOCTH KHU3HU MaieHToB ¢ K@ B pasHbIX cTpaHax, 4To 00yCIIOB-
JIEHO Pa3HbIMU YPOBHSIMHM DPAa3BUTHSI OOLIECTBA, HEOAMHAKOBBHIM IOHHMaHHEM
npoOJIeMBbl, CTENEHbIO OpPraHU3ally CHEeLUAIN3UPOBAHHBIX LEHTPOB. CpenHsis
MIPOAOJKUTENILHOCTD KHU3HU nauueHToB ¢ K® B pa3Butsix crpanax (CILA, Benu-
koOpuTaHusi) coctabisieT okono 40 ner, B Jlatunckoir Amepuke — 10 ner. Ilpu
3TOM Jinua crapiue 18 ner cocrapmustot B Januu 47 %, Benukooputanuu — 41 %,
I'epmannu — 38 %, Cankr-IlerepOypre (P®) — 32,1 %, Muncke (PecryOnrka



benapycs) — 45 %. bone3np npuoOpeTaeT XpOHUYECKUHN XapakTep, U, €CTECTBEH-
HO, yIeTbHBIN Bec 00bHBIX K@ B MOMyJISIMKA yBEIUUHUBACTCSI.

FleHeTuKa 3aboneBaHusA

I'en KO conepxur 27 3k30H0B, oxBatbiBaeT 250 000 map HyKI€OTHUAOB U
pacmooXKeH B CepeIuHe IIIMHHOTO Iieda 7-i XxpoMocombl. Ero 6emKoBsIif mpo-
IYKT Ha3BaH KUCTO(GUOPO3HBIM TPAHCMEMOPAHHBIM PETYJISITOPOM TPOBOIUMO-
cta (CFTR). Okono 50 % CFTR nokanusyercst B anuKaibHONW 4YacTH MEMOpPaHBI
AMUTENIUANIBHBIX KJIETOK, BHICTUJIAIOIINX BBIBOJAHBIE MTPOTOKU SK30KPUHHBIX JKE-
ne3. OctanpHoit 6enok CFTR cocpenoTroueH B MeMmOpaHax SHJIOIIa3MaTHYe-
CKOT'0 PETUKYJIyMa U anmnapate [ oiabku.

benox CFTR cocrout u3 perynstopHoro R-momeHa ¢ OONbIIMM YUCIIOM
CEpUHOBBIX OCTaTKOB, SIBJISIOIIMXCS MUILIEHBIO NIl MIPOTEMHKUHA3bl A (puc. 1),
KOTOpast ocyuiecTBisier dochopunpoBanue 3toro Oenka. Kpome toro, 6emok
CFTR umeer 2 AT®-ces3piBatonux yuactka (NBF1 u NBF2), a Takxe 2 ruapo-
(oOHBIX TpaHCMEMOpPAHHBIX JOMEHA, KK U3 KOTOPBIX MPEACTABISET 6 BUT-
KOB CITUPAJIH, POHU3BIBAIONINX KJICTOUHYIO MeMOpaHy. [laHHbII OeNoK sSBIseTCS
COOCTBEHHO XJIOPHBIM KaHayioM. sl akTuBammm KaHajga HeoOxoauMbl AM®
(ctumynupyet npotenHkrHazy A) u ATO (cBsasbiBaercsa ¢ NBF1 u NBF2).
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Puc. 1. Ctpyxtypa 6enka CFTR (runoresa)

benok CFTR, kpoMe akKTMBHON CEKpELMU MOHOB XJOpPAa B MPOCBET IPO-
TOKOB 3K30KPUHHBIX K€JI€3, BBIMOJHSIET POJIb EPEKITIOUATEINS, PETYIUPYIOIIETO
a0CcopOLMI0 MOHOB HATPHS, YUACTBYET B PEryJaluu GYHKIIUU APYTUX MOHHBIX
KaHaJIOB B KJIETOYHOU mMeMOpane. He uckitoueHo, 4To TpaHCMeMOpaHHBIE J0-
MeHbl CFTR Ha MOBEpXHOCTH JIEFOYHOTO 3MUTENUS ABISIOTCS U PELENTOpaMU
CUHETHOWHOM IMaJIOYKH.



[IpuunHoOi HapymeHus: PyHKIMU OeNKa SBIISIFOTCS MHOTOUKCIIEHHBIE MY-
Ttarmu B reHe K®. Kaxnpri 25-1 KATEIb INIAHETHI SIBISIETCS HOCHUTEIIEM J€-
(heKTHOTO reHa U He 3a00JIEBaET TOJILKO MTOTOMY, UTO ApYyras KOMUs FeHa y Hero
HOpMasibHasA. bone3Hnp Haciaeayercs Mo ayTOCOMHO-PELlECCUBHOMY Tuily. Pebe-
HOK POXKIAaeTcsi OOJBbHBIM TOTJa, KOT/Ia OH HacieayeT aHoManbHble TeHbl KO ot
o0oux ponureneil. [Ipu 3TOM MalMeHT MOXKET ObITh TOMO3UTOTEH 10 KaKO-TO
MyTalu JIMOO SBISATHCA KOMIIAYHJOM, KOTJa MYyTallMK OT 000UX poAUTeNen
pasznuyatorcsa. Puck poxaenus 6onbpHoOro pedenka coctasiseT 25 %. [lpu kax-
JoW mocieayrouneil 0epeMeHHOCTH 3TOT MOKa3aTeNlb OCTA€TCS HEU3MEHHBIM:
PHUCK «HE UMEET MaMsITh.

Ceroanns Bbiaeneno 6onee 1500 myraumii rena K®. Onu paznuyarorcs
10 YaCTOTE BCTPEYAEMOCTH U PACIPENEICHUIO B pa3HbIX MonyJsinuax. Bo Bcem
MUpE JIUIIb HEOOJBIIOE KOJIMYECTBO MYyTallUi BCTPEUAETCA C YacTOTOM Ooiee
0,1 %, ongHako B psiAe MOMYISAUUA HEKOTOPBIE U3 HUX MOTYT 3HAYUTEIBHO Mpe-
BapoBath Haj apyrumu. [Iposenennsie B 1999-2000 rr. MyapTULEHTPOBBIE
uccinenoBanus oxsatwin 17 crpan LlentpansHoit u Bocrounoit EBponsl. B pe-
3yJbTAaTe NPEMJIOKEH CIHCOK 33 4YacThIX MYTAlMM, XapaKTEPHBIX I 3THUX
ctpad. Hanbonee gyacto Bcrpeuarorcs myrtaruu F508del, CFTRdele2,3(21kb),
N1303K, G542X, WI1282X, 3849+10kbC*T. Omna u3 caMbIX 4YacTBIX —
F508del. Ee makcumanbHas yactora 3apeructpupoBana B ['epmanuu (87,2 %),
HNanuu u BemukoOpurtanuu (80 %), 94TO Aajio BO3MOKHOCTh B HEKOTOPBIX U3
ATUX CTpaH MPOBOAMTH MO ITOW MYyTAIlMM MAacCOBBIA CKpUHUHT. B PecnyOnuke
benapycek ona Bctpeuaercs y 61,6 % naunentoB ¢ KO, B PO — y 52 %. Bme-
CTE C TeM B Takux ctpaHax, kak Typuwus, Eruner, Utanus (tor), F508del na-
omogaetcs y 25-30 % mauuentoB ¢ KO, uro genaer momyssIIMOHHBIN CKpH-
HUHT 110 3TOW MyTallly MaJIOONpPAaBIaHHbIM. J[pyrre CpaBHUTEIBHO YaCThIE MYy-
tanuu reia K® moryt coctaBisith 10 S5 %.

Myrtanuu B rene KO moryTt umeTs pa3ianyHble KIMHUYECKUE MOCIECT-
BUs (pa3Butue 3aboneBanust win cBsizaHHbIX ¢ CFTR nHapymienwuii), He umeTh
TAaKOBBIX JINOO HMMETh HEIOKA3aHHYI0 WM HEOIPEACNICHHYIO KIMHUYECKYIO
3HAUUMOCTh. CeroHs 3HauuTeapHOMY 4yuciay myTtanui reHa KO enie He naHa
GyHKUIMOHANbHAS XapaKTEepPUCTHUKA, U IS OOJBIIMHCTBA HE YCTAaHOBJIEH MAaTO-
TEHHBIN OTEHIMAJ.

B 3aBucHMMOCTH OT THNA U TSDKECTU MEPBUYHOTO MOBPEKIAIOLIETO 3(-
dexra myTarnuu reda KO nmoapazaenstor Ha 6 kiaccoB (puc. 2):
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Puc. 2. Knaccel myraruii B rene KO (mo Kerem, Tsui, 1992; Welsh and Smith, 1993, 1996;
Witt, 2003)

Knacc 1: O6mox cumare3a Oenka CFTR (G542X, WI1282X, R553X,
621+1C-T, 2143delT, 1677delTA).

Kumace 2: wnapymenue mnporeccuHra wuiau Tpancmnoptra Oenka CFTR
(F508del, N1303K, 1507 del, S5491, S549R). HapyieHo co3peBanue Oemnka, T. €.
€ro MIMKO3WINpPOBaHueE, (PochopuIMpoBaHUE, a TAKKE HOpMalbHAs MUTpALUS U3
HHJIOTIA3MATUYECKOT0 PETUKYIYMa B MEMOPaHy SMTUTETUAIBHBIX KJIETOK.

Kanace 3: napymenue perymsimuun Oenka CFTR (G551D, GI1244E,
S1255P). benkoBslii mpoaykT reHa K@ HOpMalbHO MPOU3BOJIUTCS U BCTpaUBa-
€TCsl B KJIETOUHYI0O MeMOpaHy, OJHAKO PEryJisius ero (YHKIUU C TOMOIIBIO
AT® HapyuieHa, 4To NPUBOJUT K 3aKPBITHIO XJIOPHBIX KAHAJIOB.

Kunace 4: cHmwkeHue npoBoauMOCTH HOHOB xjopa (R334W, R347P,
R117H). Hecmotps Ha noutn HopManbeHyto Jokanu3auuto CFTR B memOpane u
BIIOJIHE aJICKBATHBIE MPOLECCHl PETYISLUA, MyTallUU 3TOTO KJlacca MPUBOJAT K
TOMY, YTO MIPOBOAMMOCTH HOHOB XJIOPA 3HAUUTEIIBHO CHUKAETCHI.

Kaacc 5: cumwxkenne ypoBHs HOpMmanbHbix PHK wnu monexkyn Oenka
(3849+10 kbC *T, A455E, 1VS8(5T), 1811+1,6kbA*QG).

Kunace 6: usmeHeHHe CBOMCTB pEryssilMHA JPYTMX HOHHBIX KaHaJOB
(G551D). Myrtanuu OKa3bIBAIOT pa3IMYHOE BO3JCHCTBHE Ha CIOCOOHOCTH
TpaHcMeMOpaHHOro peryisitopHoro 6enka K® perynupoath Apyrue XjiopHbIe
KaHaJIbI.



Haubonpiee uucino Myraumii cocpenotoueHo B ooOmactu  ATO-
CBA3YIOIIMX AOMEHOB 9—12 u 19-24 (1-3-i1 kiaccer). MyTtanumii, 3arparuBaro-
X TpancmMeMOpanHnbie yactu CFTR, 0OHapykeHO cpaBHUTEILHO MaJlo.

N3yyeHnue cOOTBETCTBUS T'€HOTUIA (DEHOTHUITy MalleHTa MoKa3ajao, YTO
MyTaluu 1-2-ro KJaccoB 0OBIYHO SBJSIOTCS MPUUUHOMN TSKEIBIX KIMHUYECKUX
dopm Gosie3Hu. Myranuu 3—6-10 KJ1acCOB SABISIOTCS MSATKUMU MyTallUsIMU, T. K.
BBI3bIBAIOT (DYHKIIMOHANIbHYIO HEemoJHOLeHHOCTh Oenka CFTR B ¢Bs3u ¢ Hapy-
HICHUSMH TPAHCIIOPTA JEKTPOIUTOB U U3MEHSIOT PETYJIALUIO APYTUX UOHHBIX
KaHaJoB. Y MalMEHTOB ¢ MyTalusiMH 1-3-ro kiaccoB OoJiee BeposATHA HEAOCTa-
TOYHOCTB IOJKEITYZOYHOM XKeJe3bl, TOr/a KaKk ¢ MyTalusIMU reHa 4—6-ro kiac-
COB BBICOKA BEPOSTHOCTH COXPaHEHHs (PYHKIMU MOJKEITYAOYHOU Kele3bl Ha
JIOCTaTOYHOM ypOBHE. B3anMocBs3u MeXIy Kakou-mub0 KOHKPETHON MyTallu-
eil reHa U pa3BUTHEM MEKOHHAIBHOTO MJIyca, CHHAPOMAa HHTECTUHAIBHON 00-
CTPYKLIMH, MOPAKEHUSI NeUeHU U cBa3aHHOro ¢ K@ caxapnoro auabera He Cy-
niecTByeT. BMecte ¢ TeM 3TH KIMHUYECKHE MPOSBICHUS IPAKTUYECKH HUKOTAA
HE BCTPEYAIOTCA MPU MYTaUUAX, IPU KOTOPBIX (PYHKUHUS MOKEITYJOUYHON XKe-
JIe3bl COXpaHeHa Ha BBICOKOM YPOBHE.

Jlanexo He Bcerja oOHapy»XUBAETCA YETKash KOPPEJSIUS MEXKIY IpPOsB-
JICHUEM JIETOYHOW MATOJIOTMHM U KaKUMU-T100 MyTarusmu B reHe K®. Iloaro-
MY IeHOTHII He PeKOMEHIYeTCsl MCIO0JIb30BaTh B KadyecTBe NMPOrHOCTHYe-
cKkoro nmokasareJs. [lomumo orpomMHoOro pasHoo6pasusi MyTaluii B reHe, pec-
NUPATOPHBIE MPOSBICHUS 3aBUCAT OT (PYHKIMU JIPYTUX T€HOB — TaK Ha3bIBae-
MBIX T€HOB-MOJu(uKaTopoB. K HUM OTHOCATCSA: T€HbI Kiacca 2 TUCTOCOBMeE-
ctumocTtu (HLA-class 2), TeHbl CUCTEMBbI NETOKCHKAIIUM KCEHOOMOTUKOB, I'€H
MaHHO30CBsI3bIBatomiero JektuHa (MBL), ren ¢akropa Hekpo3a omyxoJeit
(TNF), ren cunTa3sl okcuma azora 1-ro tuna (nitric oxid synthase type 1), reHs
cypdakrantaccoruupoBanHbix OenkoB A u [] (surfactant-associated proteins A
and D), ren tpancdopmupyromero ¢paxropa pocra Bl (TGF Bl), ren al-
antutpurncuna (AT-al), renst B-nedensunos (B-defensins).

Mopddonornyeckas xapakrepucTtmka
M naTtoreHes

Myrtanuu rena K@ BemyT K CHHTE3y MAaTOJOTMYECKOro Oenka, HE CIO-
COOHOTO BBIMOJHATH AKTUBHO POJIb XJIOPHOTO KaHayia. MoHBI XJopa HaKariu-
BAIOTCS BHYTPH KJIETOK, U3MEHSIOT JIEKTPUUECKUN TOTEHIIUAT B IPOCBETE BBI-
BOJHBIX IIPOTOKOB, YTO COJNECUCTBYET NOBBIIIEHHOMY YXOAY U3 IIPOCBETA BHYTPb
KJIETKA MOHOB HATpPHs, KOTOPBIE BBIIOJHAIOT POJIb CBOEOOPAa3HOro Hacoca. JTo
BEJET K IOBBIIICHHOMY «BCACBIBAHUIO» IMEPULICIUTFOJISIPHOIO BOJHOTO KOMIIO-
HeHTa. CleCTBUEM SBISIOTCA: CTYIIEHHE CEKPETOB DK30KPUHHBIX Kelle3, 3a-
TPYAHEHHE MX 3BAaKyallud U BTOPUYHBIE IPOrPECCUPYIOLINE N3MEHEHUs ((yHK-
[IMOHAJIbHAs HEIOCTATOYHOCTh U (POPO3) MOPAKEHHBIX OPTaHOB, IPEXKIAE BCETO
JIETKUX, TOJKEITYJOYHOU JKEJIe3bl, IEYCHH, KUILICYHUKA.



Bponxoserounass cucrema. JKene3pl CIM3UCTOM JBIXaTENbHBIX ITyTEH
BBIPA0ATHIBAIOT OOJIBIIIOE KOJTMYECTBO YPE3MEPHO BS3KOM CIIU3HU, KOTOpask TOp-
MO3UT JBUKEHUE PECHUYEK IMUTENHs. DTO BeJIeT K MyKOLMJIMAPHOU HeJloCTa-
TOYHOCTH, 3aCTOI0 CEKpeTa U 00Typauuu OPOHXOB, CO3/IAET YCIOBUS JIJIsl pOCcTa
natoreHHou opsl (puc. 3).

Puc. 3. Makpomnpenapat. CekpeT B mpoceTe OponxoB y naruenta ¢ KO (A. A. Uepnsies,
HWMU nynemononoruu ®MKA PD)

[Ipeanonaraercs, yto aedeKkTHbIA O0enok, kogupyemblii TeHoM KD, u3-
MEHSET COCTAaB IJIMKOKOHBIOTaTOB Ha IOBEPXHOCTH SIUTEIUAIBHON KIETKH B
JbIXaTEJIbHBIX MyTSIX, YTO OJAronpusTCTBYET aJ€3UH Psiia MUKPOOOB, 0COOEH-
HO CMHETHOMHOM nayiouku. IIprcoeqnHeHnIo U B MOCIEAYIOMEM KOJOHU3ALUN
MHUKPOOPTraHU3MOB TAK)K€ CIIOCOOCTBYET U3MEHEHHAs OCMOJIIPHOCTh B IMPOCBE-
Te OpPOHXOB.

B creHkax apIXaTesnbHBIX ITyTE€W pPa3BUBAETCS BOCHAJIEHUE PA3JIAYHOU
TsKecTU. B MOKpoTe 0OHAapyKMBAaIOT MPOBOCHANUTENbHBIE HUTOKUHBI (MJI-1,
NJI-6, TH®-a). baktepuanbHoe nHGUIIMPOBAHUE BEAET K MOBHIIICHUIO WHTEH-
cuBHOCTH cuHTe3a WJI-8 smurenuanpHBIME KJIETKAaMU B Makpodaramu, sBJISIO-
HIErocsl XeMOATPAKTAHTOM Uit HeUTpoduiioB. [IpuunHO BEICOKUX KOHLEHTpa-
uuii NJI-8 B npIxaTeinbHbIX MYyTAX MOKET ObITh M NEPBUYHBIA JedeKT Oenka
CFTR. B pe3ynbrare xeMOTakcuca B MPOCBETe OPOHXOB HAKAIIMBAETCS OO0Jb-
I0€ KOJINYECTBO HEUTPO(PUIIOB, YBEIUYMUBAETCS KOJIMYECTBO THOMHON MOKpO-
Thl, a paspymaemas HelTpodunsHas JJHK cocoOcTByeT yBenuueHuto ee Bs3-
kocTh. Hapsny ¢ 3TUM akTUBUpPOBaHHbIE HEHUTPOQMIBI BBICBOOOXAAIOT CBO-
OOIHBIE PAUKaJbl U Psi IPOTEa3, KOTOPhIE MOTYT MOBPEXIATh OKPYKaroIIue
TKaHd. Cpeau IPOTEOTUTHUECKUX (DEPMEHTOB BEAYIILYIO POJIb B MAaTOr€HE3E 3a-
OoseBaHus Urpaet dnactaza. OHa CHHXKAST 4acTOTy OMEHHUS PECHUYEK, YCyTyO0-
7SI HapyleHHe MYyKOLMJIuapHoro knupeHca. Kpome Ttoro, HeWTpoduiabHas
aracTa3a MHrMOMpyeT ACMCTBUE AHTHUIPOTEA3, pa3pyllaeT SMUTEINN U CTPYK-
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TYpHBIE AJIEMEHTHI Kapkaca OpOHXOB, YTO CIIOCOOCTBYET (HOPMUPOBAHKIO OPOH-
X03KTa3uil. ITH U3MEHEHHUs, Mpeapacioiaras K JajdbHEUIlIeMy pa3BUTHIO WH-
(dbeKuii, 3aMBIKAIOT «IOPOYHBIM Kpyr». M3MeHeHHass CTpyKTypa pecrnupaTop-
HOT'O SIUTEIUSI, MOBBIMICHHAS! BSI3KOCTh OPOHXMAILHOTO CEKpeTa, HapylIeHHas
OCMOJISIPHOCTH B MPOCBETE OPOHXOB, CHU)KEHHBI MECTHBIH UIMMYHHUTET TPUBO-
JISIT K TOMY, 4TO, BIIEPBbIE OSIBUBIINCH, MHPEKIIMOHHBIN MpoIecc MpruoOpeTaeT
3aTSHKHOM, PEUUIUBUPYIOIIMN M, B KOHEYHOM HTOrEe, XPOHUYECKUI XapaKTep.
[IporpeccrpoBaHue JIETOYHOrO Mpolecca MPUBOJUT K PA3BUTUIO TAKUX OCIIOXK-
HEHUH, KaK PETCHIIMOHHBIE KUCTHI, CyOIieBpaibHbie OYJUIbI, MHEBMOTOPAKC,
XPOHHYECKOE JIETOYHOE CEPALIE C JIETOYHOU rurneprensuei. Cieayer OTMETUTD,
YTO CIIM3UCTHIE JKeJIe3bl HOCOTJIOTKH TAKXKE BBIACISIIOT BSI3KUU CEKPET C pa3BU-
THEM XPOHUYECKUX CUHYCHUTOB U TOJIUIIOB.

Nudexmmonnsiii porecc B jgerkux npu KO umeet psg ocoOeHHOCTEH, B
TOM YHCJI€ SHI0OPOHXHATBLHOE PACIPOCTPAHCHHUE U XapaKTEPHYIO OaKTepHalib-
Hyto ¢uopy. BHavasie BocnajgeHue B JETKUX 00YCIOBIMBAETCS OCTpoul cTadu-
JIOKOKKOBOM HMH(EKIMeH, HEpEeKO B COYETAaHUU C NMTHEBMOKOKKOBOW W/WJIH Te-
MOGMUIBbHOU. 30JIOTUCTBIA CTAPUIOKOKK CETOAHS HE CUMUTAETCS KIMHUYECKU
3HAYMMBIM, OJTHAKO TOSIBJICHUE PE3UCTEHTHBIX K METULUJUIMHY U BAHKOMULIMHY
HITAMMOB B TIOCJIEJTHEE BPEMSI BBITJISIIUT OCOOEHHO YIPOKAIOLIUM.

[To mepe nporpeccupoBanus 3a001€BaHUs JOMUHUPYIOUUM MUKpPOOpra-
HU3MOM CTAaHOBHTCSI CHHETHOWHAs Majouka. JTa HHPEKIHs cTajga YHASMUYHON
1 maneHToB ¢ K@ Bo Bcex crpanax mupa. [lo snuaeMuonoruyeckum J1aH-
HeIM Opranuzanuu kuctopudposza CIIA, ocHOBaHHBIM Ha 0OCJIEIOBAHUU OKO-
70 20 000 mauuentoB ¢ K®, cunernoiinoit manoukoir uHpuuposansl 29,8 %
neTeil B Bo3pacTHou rpynne 2—5 net u 81,3 % B3pocibIX B BO3PACTHOM IpyIIe
26-30 ner. CxoJIHbIE MTOKA3aTEHU MOTYUYEHBI B €BPONEHUCKUX CTPAHAX.

HauvanpHast KojoHM3aIMs CHUHETHOWHOW TNaJO4YKU MPOUCXOJUT, KakK
npaBuiio, B 3uMHUN miepuoja. OHa nepenaercs nauueHtam ¢ K® npu Hemno-
CpPEJICTBEHHOM KOHTAKTE C APYTUMHU OOJBHBIMU UJIM Yepe3 3apaKCHHBIE Cpe-
noBbie pezepByapbl. CuHerHoiiHas uHdekuus 0e3 aJeKBaTHOW Tepanuu OT-
HOCHUTEJIBHO OBICTPO MPHOOpPETAET XPOHUUECKHUI XapaKTep U CTAHOBUTCS Be-
OymuM (HakTopoM, OnpeessioNuM MporpeccupoBanue 6one3nu. Ee xpoHu-
YECKOMY TEUYEHHUIO COACHCTBYET psia (GaKTOPOB, HAPUMEDP YHHUKAJIbHAs MpHU-
CIOCOOJICHHOCTh CMHETHOWHOW MAaJIOYKU K YCIOBHSIM CPEIbl JETKHX, Mopa-
xaembix KD, ee Gonbinas criocoOOHOCTh Pa3BUTHS PE3UCTEHTHOCTH K aHTHU-
omotukam. OHa MOXET TPaHCHOPMUPOBATHCS B MYKOUIHBIE (CIU3UCTHIC)
GbopMBI, KOTOPBIE OKPYXKEHBI CIM3UCTON KamCyiao# (aaruHaTOM), 3allHIIar0-
meid WX OT JACHUCTBUS AHTHOMOTUKOB W (DaKTOPOB WMMYHHOU 3alllWTHI.
VY 6onpmuHcTBa MaueHTOB ¢ K@, y KOTOPBIX BBIIENAETCS MOKPOTa C MYKO-
UJIHBIMU IITAMMaMH CUHETHOWMHON MH(EKIMK, 3HAUUTEIBHO YCKOPSAETCS pas3-
BUTHE OCJIOKHEHHUH U HAOII0aeTCsl HeOJIaronpusTHBIN UCXOI.
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Jlnarno3 «XpoHWYecKasi CHHETHOWHAasT WHGEKIWs» IMPaBOMOYEH, €CJIU
MUKPOOPIaHU3M PETYJSPHO BBICEBACTCS MUHUMYM 6 MECSIIEB, YTO MOJTBEP-
KICHO MHUHUMYM 3 TIO3UTUBHBIMHU KYJIbTYpaMH C HMHTEPBAJIOM MEXIY HUMU
MUHUMYM MecsIl. Y MalMeHTOB, Y KOTOPBIX HE BBIIEIAECTCS MOKpPOTA U HE 00-
HapY>KUBAIOTCSl OaKTepuaIbHbIe KYJIbTYPhl, XpOHUUYECKast MHMEKIUS MOXKET JIH-
arHOCTUPOBAThCS HAa OCHOBAHWU TMO3UTHMBHOW PEAKUMK AHTUTEN IO JaHHBIM
MUHUMYM 2 HCCIIEJOBAaHUM.

C 80-x rr. mpouuioro CToJeTUs B KauecTBe nmatoreHoB npu K® Boiaens-
10T kKoMIieke B. cepacia. OH mpesncraBisier coOoi rpynmny Kak MUHUMYM U3 9
TECHO CBSI3aHHBIX JIPYyT C JPYyroM OakTepuandbHBIX BHAOB. OHH TPOSBIAIOT
OOJBIIYI0 yCTOMYMBOCTh K aHTUOMOTHMKAM, 00JaAar0T BBICOKON BUPYJICHTHO-
CTBI0O M KOHTaruo3HocThio. Mubekmus, Bb3BaHHas B. cepacia-koMrmiekcoM,
MOXET MPOTEKaTh B BHUJIE XPOHUYECKOTO aCUMITOMATUYECKOTO HOCHUTEIHCTBA
aM00 TPOrpeccUpoBaTh B TEUEHHE MHOTHX MECSIIEB C JIUMXOPAJKOM, MoTepei
Macchl Tejla WM OBICTPO, OOBIYHO (haTalbHO, Y MAIMEHTOB CPEIHEH TSKECTH.
Ho kak mpaBuio, oHa BBI3BIBAET MPOrPECCUPYIOUIYIO JETOYHYIO MATOJIOTHIO U
3HAYUTEILHO YMEHBIIIAET MEIMaHy BbI)KUBAEMOCTH MAlMCHTOB.

VY 1-15 % O6onbubix KO® pa3BuBaeTcsi amiepruuyeckuii OpOHXOIyIbMO-
HanbHBIA acneprusuie3 (ABITA) B pe3ynpTaTe ceHCHMOMIU3AMU K aJlJIepreHam
Aspergillus fumigatus, HaxoasmumMcs B okpyxatomiei cpene. ABITA nmposiBis-
eTCs TpUajiol MaToMopOIOTHYECKUX IPU3HAKOB: 303MHOMUIBLHON JIETOYHON
uHUIbTpaIet, MyKOUJIHON 3aKyTOPKOH OpOHXOB, HEKa3€03HBIM TpaHyjeMa-
TO30M CTEHKH OPOHXOB U MEPUOPOHXHMAIBHOW TKaHH, BEAyIeH y 4acTu OO0Jb-
HBIX K pa3BuUTUIO OpoHxoskTa3uu. [locnennss npu ABIIA nmeer neHTpajbHYIO
JIOKANMHM3aIAI0, YTO SIBJSICTCS TATOTHOMOHWYHBIM Tpu3HaKoM Oose3nu. MHBa-
3UBHBIN aclepruiie3 Wik aclepruuioMa BCTPEUaOTCs PEIKO.

Pecniupatopubie BupycHbie undexnuu npu KO Moryt mporekarb Tsixe-
nee, ueM 0e3 paHHoro 3aboneBanus. [loaydeHbl onpeeneHHble JOKa3aTeIbCTBa
TOr0, YTO BUPYCHI T'PUIINA, aJCHOBUPYCHI, PUHOBUPYCHI, APaBUPYChI, PUHO-
CUHIUTHAIBHBIA BUPYC MOBBIMIAIOT YSA3BUMOCTH JIETKUX ManueHToB ¢ K® k
OakTepUabHBIM UHPEKITUSM.

Homxkemynounas xkese3a. CryieHue cekpeTa MoJHKEITyJOUHON Kelle3bl
OPUBOJUT K OOCTPYKIMU €€ BHYTPHUIOJIBKOBBIX U MEKIOJbKOBBIX MPOTOKOB,
aruaycoB. [lankpeatndeckue (epMEHTHI, KOTOPBIE MPOJOKAIOT BbIpaOaThI-
BaTbCs B allMHYCax B OOBIYHOM KOJMYECTBE, HAKAIUTMBAIOTCS ¢ (DOPMUPOBAHH-
€M KHCT, BbI3bIBAIOT ayTOJIM3 TKAHU YKE€JIEe3bl U HE JOCTUTAIOT JABEHALIATUIIEP-
CTHOW KuIKW. Hapymaercs noyioctHoe nunieBapeHrne. AIMHapHas apeHxnuma
MO/IBEpraeTcss aTpouu M MOCTENEHHO 3aMENIAeTCs] COSAMHUTEIIBHON TKaHBIO.
W3mMeHeHus Jaie BCero pacrnpoCTPaHAIOTCS HAa BCIO JKEJIE€3y, HO MHOI/AA Ipe-
MMYIIECTBEHHO MOPaXKAIOTCS OT/IEIbHBIE YACTU: TOJIOBKA, TEJIO0 UM XBOCT.

[locne poxxaeHuss MaKpOCKOIMMWYECKH MOKENyJA04YHas jKelie3a 4acTo He
n3MeHeHa. MUKPOCKOMTMYECKH OTMEYAl0T MHOXECTBEHHBIE KHUCTHI Pa3IUYHBIX
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pa3mepoB. BOKpyr KHCT, BHYTPU U MEXKIY JOJIEK pa3pacTaeTcs phIXJas U Ipy-
OOBOJIOKHUCTAsl COEAMHUTEINIbHASI TKAHb C 0YarOBbIM CKOIUIEHHEM JIMM(OLIMTOB,
Makpo(aroB U IazMaTUYecKux kietok. Ha Oosiee oTaneHHbIX CTaausX 3TOrO
npoliecca MOJKENyJOUHas JKejie3a MPEJCTaBIseT COOOW CKOIUIEHHE KUCT U
¢budpo3noii Tkanu. OTCrO1a Apyroe HazBaHue 3a001eBaHUs — KUCTOGUOPO3.

Hexotopeie mytannu resa K@ cBsizaHbl ¢ MEIJIEHHBIM Pa3BUTHEM OIU-
CAHHOI'O BBIIIE€ MATOJOTMYECKOr0 MPOILlECCa M HAIIMYMEM CPaBHUTEIBHO CO-
XpaHHOW (PYHKIIMU TOJKEITYJOYHOM >KeNe3bl B TeYEHUE MHOTUX JeT. B crap-
IIEM BO3pacTe MPUMEPHO Y MATOM 4acTU OOJIbHBIX Pa3BUBAETCS MHCYJIUHO3aBU-
CUMBIN caxapHbIi TUAOET.

Tonkass kumka. ['MnepnpoayKuus CIHM3M, MOBBIILIEHHOE KOJIMYECTBO
OOKaJOBUIHBIX KIIETOK, MEPENOJHEHHBIX €10, oyaroBas aTrpodus CIuU3HUCTOM
000JI0OUKH, OTEK MOACIU3ZUCTOr0 ciosi ¢ popMupoBanueMm Gpudpo3a — Bce ITO
MPUBOJMUT K CHHXKEHHIO BHIPAOOTKH (DEPMEHTOB TOHKOW KUIIKW M UTPAET OIpe-
JICJICHHYIO POJIb B MaTOreHe3e 3a001eBaHus.

Jleruaparanuss HWHTECTUHAIBHOTO CEKpPETa BCIEACTBUE HAPYLICHUS
TpaHCIOpTa XJIOpa, HATPUsSL M BOJbI, BBICOKAs KOHIIEHTpalusa Oelika B KHILEY-
HOM COAEPKUMOM MPUBOIAT npuMepHO y 20 % HOBOpOokIeHHBIX ¢ KD K Meko-
HUAJBHOMY MJEycy. B crapmemM Bo3pacTe IycToe KMIIEYHOE COIEPKUMOE MO-
KET ObITh MPUUMHON OCTPOM, MOJOCTPON WIM XPOHUUECKON OOCTPYKIMHU AMC-
TaJbHBIX OTJEJIOB TOHKOM MM NMPOKCUMAJIBHBIX OTJEIOB TOJICTON KHUIIOK («3K-
BHUBAJICHTHl MEKOHUAJILHOTO HJICYyCa» WIM CUHIPOM JMCTAIbHON MHTECTHUHAIIb-
HOU o0cTpykuun). UHTeCTUHANbHAS OOCTPYKIUS Y MAIlUEHTOB dTOW KaTeropuu
MOXET OBITh 00YCJIOBJICHA MHBAarMHAINECH TOHKOW KUIIKU. BhImaneHus mpsiMoit
KHIIKY TaKKE MOTYT OBITh KIMHHYECKUM TposiBieHueM KO.

Ileyennb. MI3MeHeHUs cO CTOPOHBI reNaTOOMINAPHON CUCTEMBI B TOM WK
WHOM CTENEHU PAa3BUBAIOTCS MOYTH y BceX nauueHToB ¢ K. ['mcronornueckas
KapTUHA MeYEHU NOJuMOp(Ha U BapbUPYETCS OT KUPOBOU AUCTPOUHU renaro-
LUTOB Y HOBOPOXIEHHBIX 10 (hOPMHUPOBAHMS MYJIbTHIOOYISIPHOTO LUPPO3a Yy
5-10 % crapmux aereir. OOHAPYKUBAIOTCS KEITYHBIE CTa3bl B MEKIOJIbKOBBIX
MPOTOKAX M PETEHIIMOHHOE KUCTO3HOE pacimpenue nocieanux. CBoeobpas-
HbIM TposiBieHHeM K® sABisieTCs yBEJIMUYECHHE KOJIMYECTBA KETUHBIX KAUILIIS-
POB IIPEUMYIIECTBEHHO MO KaICyJIOW MeYeHU. B )KeTyHOM my3bIpe onpeacis-
IOTCSL MHOKECTBEHHbBIE MOJICIM3UCTBIE KUCTHI, CTIKEHHOCTh CIU3UCTOW 000-
JIOYKH, OOTypanus NpocBeTa CTEKJIOBUAHOMN CIIU3bIO.

PenpoaykrtuBHas cucrema. Vi3MeHEHUsI B MOYEIIOJIOBOM CUCTEME MOYTH
y Bcex JuL My»ckoro nojsia ¢ K@ xapakrepusyrorcst 00CTpyKUMENH BBIBOIAIIUX
IIPOTOKOB TUIOTHBIM CEKPETOM M MOT'YT BO3HHKATh BO BHYTPHYTPOOHOM IE€pPHO-
ae. Y maiueHToB UMeeT MecTo atpodus, pudpo3 min BpOKIACHHOE OTCYTCTBHUE
CEMSABBIHOCSLIETO KaHala, TeJla U XBOCTA MPUAATKA SIUYKA, CEMEHHBIX ITy3bIpb-
KOB. B 370l cBsi3u OONBIIMHCTBO MYXYHH CTPAJAI0T a300CIEePMUEH U HE MOTYT
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UMETh MOTOMCTBO. Y >keHIIMH K® conpoBokIaercs CHIXKEHHEM (PepTUIIbHO-
CTH, OJJHAKO MHOTHE COXPAHSIOT I€TOPOJHYIO QYHKILIHUIO.

['momepymsipHble N3MEHEHHSI B TOYKaX OOBIYHO HOCSIT BTOPUYHBIN XapakTep
U SIBIIIOTCS PE3YIbTaTOM CaXapHOro 1uadera v apTepuagIbHOM rMIepTeH3UN.

Koxnble mokpoBbl. B cexpere noToBbIx kene3 y naqueHToB ¢ KO koH-
LUEHTpalXs HATPUSI U XJI0Opa MPEBBIIIAET HOPMAJIbHBIN MMOKAa3aTellb PUMEPHO B
5 pa3. B ycioBHsIX KapKOTo KIMMaTa WK JINXOPAJAKU Ype3MEPHas MOTepsi COIU
IpU MOTEHUU MPUBOJTUT K 3JIEKTPOIUTHBIM PACCTPONCTBAM, META0OINUYECKOMY
AJIKaNo3y.

KnuHun4yeckasn KapTuHa

K® xapakrtepuzyercsd MUPOKUM CIEKTPOM KIMHUYECKUX MPOSBICHUU.
OO0ycnoBieHHbIe 3a00JI€BAaHUEM HapyUIEHUSI B IOPAKEHHBIX OpraHax pa3Ho00-
pa3Hbl KaK MO CTENEHMU TSHKECTH, TAK M MO CKOPOCTH MpOorpeccupoBaHusi. bo-
JIE3Hb IPOSBIISICTCS IPHU POXKJICHUU, Yalle Ha MEPBOM TOJY YKU3HHU, UHOTA B
3peJIoM BO3pacTe.

B neonaransHOM niepuoge K@ npossisieTcs npu3HakaMu MEKOHUAIbHO-
ro Wieyca U B psJie CIIy4aeB MEPUTOHUTOM, CBSI3aHHBIM C nepdopaireit CTeHKH
kUK. Ha peHTreHorpamMmme onpenensieTcs B3yTUe NETeNIb KUIIKU [IPA OTCYT-
CTBUM YPOBHS KUAKOCTH, & KOHTPACTHAsA KJIM3Ma BBISBIIIET MUKPOKOJIOH. [Ipu-
YUHOW WHTECTUHAIHLHOW OOCTPYKIIMHM MOTYT OBITh pa3Hble 3a00J€BaHUs, HO B
80 % cmydaeB 3t0 K®. B maHHOM neprojie nepBbIM KIMHUYECKUM MPU3HAKOM
K® moxeT ObITh U JIUTEeNbHAS KENTyXa.

B rpynHom Bo3pacTe TUNMYHBIMU TposiBiicHUAMU K@ sBusroTcs pecrnu-
paTOpHBIE CUMIITOMBI U/WJIM CUMIITOMBI CO CTOPOHBI MUIIEBAPUTEIILHON CUCTE-
MBI U/WIIK 3aJiepKKa (PU3UUECKOTO Pa3BUTHA.

PecniupaTopHbie CUMIITOMBI B BHJE OJBIIIKH, OpOHXOpEH, MOKAIlIMBa-
HUSI, TOCTENIEHHO YCHJIMBAIOUIErOCS 10 4aCTOr0, MAJIONPOAYKTUBHOIO, ITPUHU-
MAIOIIEr0 KOKITIOMIETIOOOHBIN XapaKTep Kallid WHOT/Ia OTMEUYAIOTCS C POXKIe-
HUsA. OHU MOTYT OBITH PEIUANBUPYIOMUMH WKW MOCTOSHHBIMU. bpoHxoserod-
Has MaTOJIOTUS MPOTEKAET B BHUJIE 3aTSKHBIX OOCTPYKTHUBHBIX OpPOHXMTOB,
OpOHXMONINTOB, pexe mHeBMOHUH. [locnennue, Kak MpaBUiIO, JBYCTOPOHHUE,
OHM MOTYT OCJIOKHSATBCS JecTpyKuuei. 3aboneBanus pepakTepHbl K Teparnu,
PELMAUBHUPYIOT, Y HACTU JE€TEN — C BBICEBOM CUHETHOMHOM MAIOYKH.

OCHOBHBIMH CUMIITOMaMH KHIIIEYHOTO CHHAPOMA SIBIISIFOTCS: YaCTbIM,
HEO(OPMIICHHBIN, 3aMa3K000pa3HbIi, OOUIIBHBIN, HCUPHBILL, 31060HHbIU CTYI U
MeTeopusM. KanoBble Macchl ¢ TpyJIOM CMBIBAIOTCS € MEJNEHOK U ropuika. CuMm-
IITOMBI NOSIBIIAFOTCSA HEPENKO MPHU MEPEXOJE ¢ IPYIHOI0 Ha CMEIIAHHOE WIIN
MCKYCCTBEHHOE BCKapMJIMBaHWE peOeHKa M OOYCJIOBIICHBI IMaHKPEATHYECKOU
HEJIOCTATOYHOCTHIO M AUC(HYHKIMEH KeJie3 TOHKOrO0 KHIICUHHUKA. PeKTanbHbIN
mpoJianic orMevaeTrcsi npumepHo y 15 % mnamuentoB. I[Ipenpacnonararonmm
(haKTOpOM BBINMA/ICHUS MPSAMOW KHIIKHU SBIISETCS Kalllellb y JACTeH C 3amopamMu,
runoTpoduen, ocaabIeHHBIM MBIIIEYHBIM TOHYCOM.
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PeunnuBrpyromue pecnupaTOpHbIE HApYyLIEHHUsS U pacCTPOMCTBO NUIIe-
BapeHUs 3aKOHOMEPHO MNPUBOJAT K runorpopuu. OTMeyaeTcss MCTOHUEHHUE
MOJIKOKHOM JKMPOBOM KJIETYATKH, 33JI€p>KKa B POCTE IPU HOPMAJIBHOM WM Ja-
7K€ MOBBIIICHHOM aIlleTUTe y OONBIINHCTBA MAIIUEHTOB.

Kak npaBuio, y nereit ¢ KO napymienus ctyna u orcraBaHue B pusuye-
CKOM pa3BUTUHU COYETAIOTCS C PECMPATOPHBIMU cuMOTOMaMHu. [Ipu 3ToM onun
U3 HUX MOKET BBICTYIaTh B KAY€CTBE BEIYLIETO.

B nomkonpHOM, IIKOJBHOM WM 3pEIOM BO3pacTe MpU3HAKU OOJIe3HU
CTaHOBSITCS OCOOCHHO BBIpAXEHHBIMH. B Jlerkux (popMupyroTcs: BTOPUUHBIN
XPOHHYECKUN OpOHXHUT, OPOHXOIKTa3bl, MHEBMOCKIIEPO3, Oymibl. [loctenenno
HApacTaloT CUMIITOMbI TUIIOKCUU: OJBbILIKA B [TOKOE, [IMaHO3, TUNoKcusi. Pa3Bu-
BaIOTCSl CUMIITOMBI JIETOYHOTO CEep/la, JIETOUHON U CepJeYHON HEeOCTaTOYHO-
ctu. [osiBnsroTest nedopManiuy maneleB B Buae OapabaHHBIX Majgo4yeK, HOITEeH
B BUJIE YACOBBIX CTEKOJI. XpPOHUYECKNE CUHYCUTBI Pa3BUBAOTCS MPAKTHUYECKH Yy
BCEX MAaIMEHTOB. Y JeTel 4acTo (OpMHUPYIOTCS IMOJHIBI B HOCY, PELMIUBH-
PYIOIIHE MOCJEe ONepaTUBHOrO JedeHus. B medenn mporpeccupyer Gudpo3 c
pa3BUTHEM y YacTH MALMEHTOB LUPpPO3a MEYCHH, MOPTAILHON THIIEPTEH3UN U
runepcrieHn3ma. [laireHTs 0TCTaoT B (U3MYECKOM Pa3BUTHHU.

CrnencTBueM «arpecCUBHOW» aHTUOAKTEPUATIBHOW Teparud MOXKET ObITh
uHpunmpoBanue nanueHToB ¢ KO A. fumigatus. BzaumoneiictBue acneprusui ¢
OpraHu3MoM peOeHKa MOKET ObITh B BHJIE CATPOPUTHOTO POCTa, MHBA3UBHOTO
U aJUIEprUYecKoro acnepruuie3on. [Ipu 3ToM Ha OpoTsSKEHUU OOJIE3HU Y OJTHO-
ro MalnMeHTa MOTryT ObITh pa3Hble TUIBI B3aUMOACHCTBHS WM UX COUYETAHUS.
[ToaTOMy KIMHWYECKHE MPOSIBICHHS aclepruiie3a MecTpble, a IMarHOCTUKA
3a0oneBaHusl TpyAHas. bbll TOCTUTHYT KOHCEHCYC MO KIMHUYECKUM U Jabopa-
TopHbIM KpuTepusiM auarHoctuku ABITA mpu K® (12—13 urons 2001 r., Be-
thesda, Maryland) u npuHST Kak MOTHBIN (KJIaCCUYECKHUH), TaK © MUHUMAJIbHBIN
Ha0Op AMArHOCTUYECKUX KpuTepueB AuarHocTuku ABITA, KOTOpbIi BKIIOYAeT
kputepuu 1 u 3, noeimenue yposus IgE o6mmx 6onee uem 500 [U/ml npu na-
JUYUH Yy OOJTBHOTO KpuTepus 4 uim 5.

Kpurepusimu nuarnoctrku ABITA y Gonbabix KO (knaccuueckuit Habop
aunarnoctuueckux kpurepuen) (Cystic Fibrosis Foundation Consensus Confer-
ence, 2003) aBustorest:

1. OcTpble U MOJOCTphIE KIMHUYECKUE PACCTPOMCTBA (Kalleib, OAbIIIKA,
CHIDKEHHE TOJIEPAHTHOCTU K (PU3MUECKON Harpyske, OpOHXOCIMAa3M, YCHUINBAIO-
IIuiics npu QU3NYecKor Harpyske, yXyIIleHUe MokaszaTesei GyHKIUA BHEII-
HEro JbIXaHUsl, YBEJIIMYEHUE KOJIMUYECTBA MOKPOTHI), KOTOPbIE HEJIb3sl CBA3ATh C
IPYTOM 3THOJIOTHEN PECITUPATOPHOTO IIpoLiecca.

2. TloBeimenune ypoBHsi IgE obmux 6onee 1000 TU/ml (2400 ng/ml) y
OOJBbHBIX, HE TMOJIYYAIOUINX CHUCTEMHBIE KOPTUKOCTEPOHUIBbI (IIPH MPUMEHEHHUH
KOPTUKOCTEPOUJOB onpejiereHue yposeHs IgE o0mux pekoMeHnayercs: moBTO-
PUTH TIOCJIE UX OTMEHBI).
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3. IonoxxuTtenbHBIA KOKHBIN TeCT ¢ ajuiepreHoM A. fumigatus, eciau 601b-
HOW HE TOJy4aeT aHTUTMCTaMHUHHBIE Mpenapathl (mamyiaa > 3 MM B THaMeTpe ¢
SpUTEMON), WM NIOBBIIIEHHBIN ypoBeHb IgE cnenuduueckux k A. fumigatus.

4. Hannuue B CHIBOPOTKE KPOBU OOJBHOTO MPEUUMUTUPYIONIUX aHTUTEI
K A. fumigatus niau noBbIIIeHHBIN ypoBeHb 1gG-anTuTten k A. fumigatus.

5. TlosiBneHuEe HOBBIX WJIM HEIABHMX W3MEHEHUN Ha pPEHTreHOrpamme
(maUIBTPAaTOB, MYKOUIHBIX TTPo0O0K) niau KT rpyaHoit monoctu (OpoHX0IKTA-
30B), KOTOPBIE HE YJIAETCs JIMKBUIUPOBATh HA (hOHE aHTHOAKTEPUATLHON U KH-
HE3UTEPAINH.

O HacTyIUIeHMM MHBAa3UBHOM OOJIE3HHM acnepruiie3a MOKET CBUJIETEIIb-
CTBOBAaTh YXYJIICHHE CHUMITOMOB W YBEJIMYEHUE 3aTCHEHHBIX YYAacTKOB Ha
PEHTTEHOBCKUX CHUMKaxX, MHOTJa ¢ 00pa30BaHHEM KaBEpH, KPOBOXapKaHUEM U
MJICBPAIBHBIMUA OOJISIMH. Y HWCTOIICHHBIX WMMYHOCYIIPECCUBHBIX (BKITIOUAs
CTEpOH/Ibl) MAIIMEHTOB WM MPHU HEUTPOIIEHUH MOXKET TAaK)KE Pa3BUTHCS TPUO-
KOBBIM METacTas.

B psige cnydaeB B IOMIKOJIBHOM, IIKOJIBHOM I 3PEJIOM BO3pAacTe KIIH-
Hudeckue nposisiieHuss KO pa3BuBaroTcs BIEpBbIC, UTO MOKET OBITH CBSA3aHO C
MSATKUMH MyTanusiMu B reHe K@ u OTHOCHTENbHON COXpPaHHOCTHbIO (YHKIUN
opranoB. Tak, B JOIIKOJILHOM BO3PAacTe€ MOT'YT Pa3BUTHCS TAKUE CUMIITOMBI, KaK
IPOrpEeCCUPYIOLINE U3MEHEHUsI CTyIa, 3a/iepkKa (HU3UUECKOTO pa3BUTHS, BbI-
MAJICHUS TIPSIMOU KHIIIKH.

K TunnunbiM penornnnyeckum nposiBjieHusamu K®, xotopeie ObutH
CyMMHUpPOBaHbl KOHCEHCycoM cnenuanuctoB B CILIA, otHocsTCS:

1. Xponuueckue OpOHXOJIETOYHBIC 3200JI€BAHU:

— XpoHHWYecKas KojoHm3anms win uHpeknus Staphylococcus aureus,
Herunupyemass Hemophilius influenzae, mykouanas u HemykouaHas (OpMbI
Pseudomonas aeruginosa, Burkholderia cepacia;

— XPOHUYECKHUH Kallelb U OTACIIEHHE MOKPOTHI;

— TEePCUCTUPYIOUINE PEHTTCHOJIOTMYECKUE U3MEHEHHUS B JIETKUX (OpoH-
XO09KTa3bl, aTeJIeKTa3bl, UHOUIBTPAIUS, TUTIEPUHDIALNA);

— OOCTpYKIIMSI JbIXaTENIbHBIX IyTeH, MPOSBISAIOMIASACS «CBUCTOMY» H
«MbU3EeMOn»;

— TIOJIMIIBI HOCA, MATOJOTUsl TaiMOPOBBIX IMa3yX, BISABIsAEMAasl pEHTTe-
Honorndecku wian Ha KT;

— CHMIITOM YaCOBBIX CTEKOJI U OapaOaHHBIX MajJOyeK.

2. 3aboneBaHus KEITyA0YHO-KUAIIIEYHOTO TPAKTA U HAPYIICHUS ITUTAHUSA:

— KHWIICYHBbIC: MEKOHHAIBHBIA WIICYC, CHHIPOM IUCTATHHOW WHTECTH-
HAJIBHON OOCTPYKLMH, BBINTAJCHUE MPSMOM KHUILIKH;

— TMaHKpeaTU4YEeCKUe: HEAOCTATOYHOCTh BHEIIHECEKPETOPHOU (PYHKIHMU
IIOJKEIIYJOYHOM Kee3bl, peLIUAUBUPYIOLINN [TAHKPEATHUT;

— XpOHHWYECKas MaTOJOTHUS MEYCHH C KIMHUYECKUMHU UM THCTOJIOTHYE-
CKUMU TPU3HAKAMH 09aroBOro OMIMAPHOTO WU MYJIbTHIOOYISIPHOTO IIUPPO3a;
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— HapyweHus NOuTaHus: auctpodusi (OeIKOBO-KajlopuiiHas HeA0CTa-
TOYHOCTh), TUTIOPOTEHUHEMUS U OTE€K, BTOPUYHBIC HapYIIEHUs U3-3a AehuiinTa
AKUPOPACTBOPpUMbIX BUTAaMUHOB (A, /1, E u K).

3. CuHIpOoM NOTEpHU COJU: OCTpasi cojeBas MOTepsl C KOJUIANCOM, XPOHHU-
YECKUM METa00JIMYECKUM aJIKaI030M.

4. YporeHuTajibHas MaToJOrUs: OOCTPYKTHUBHASL a300CTIEPMUS Y MY>KUKUH
KaK CIJIEJICTBUE IBYCTOPOHHETO OTCYTCTBHSI CEMSIBBIHOCSIIIUX KaHAJIOB.

K® moxeT ObITh aTUIMUYHBIM, KOTIa UMEIOTCS JIUIIb €0 H30JIUPOBAHHBIC
npu3Haku. OH UMeeT, KaK MpaBuiio, Oojiee OJAroNPHUATHBIN MPOTHO3 B aCHEKTe
TSDKECTU 3a00JeBaHUA M CMepTHOCTH, YeM THUNUYHbIA K®. Atunuuneii KO
MOXET BBISBJISITHCS Y TALIUEHTOB C JIETKUM MOPaXKEHUEM OJHOTO OpraHa.

ATUNUYHBIMH KJINHHYeCKUMH nposiBjieHusimu K® B cooTBeTCcTBHM C
BO3PACTHBIMU T'PYIIIAMHU SIBISFOTCSI:

1) B awmenamanvrom nepuode:

— JWIaTanus TOHKUX KUIIOK M KalbLIM(UKAIKS OPIOIIMHBI KaK aHTeHa-
TaJbHBIC MPU3HAKK MEKOHUAIBHOTO Mjieyca (MOTYT OBITh BBISIBJICHBI B KaU€CTBE
nepBoHayanbHOro npusHaka K® npu yisTpacoHOrpapuueckoM UCCIIEJOBAHUN);

2) epyoHom 8o3pacme:

—  COJICHBIN BKYC KOXWU;

— OBICTpOE CMOPIIMBAHUE B BOJE KOXKH JIAJJOHHOW MOBEPXHOCTHU (hajiaHT
NaJIbIICB;

— CHMIITOM YacCOBBIX CTEKOJI U OapaOaHHBIX MAJIOYEK;

—  OpOHXOOOCTPYKTHBHBIM CUHIPOM;

— runotpodus 0e3 cTeaTopeu;

— JITUTENbHAsI XOJECTaTUUYECKas KEeNTyXa;

— 1nceBAocuHIpoM baprepa ¢ runoHatpueMuen, TUIIOKATUEMUEN U Me-
TaO0OJIMYSCKHUM aJIKAJIO30M;

— npusHaku aedunuta BuTaMuHa E (reMonuTuyeckas aHeMusi, OTEKH);

— TpU3HaKMW AepuuuTa BUTaMUHA A (BbIOyXaHuE€ POJIHUYKA, Mape3 Ju-
[IEBOT'0 HEPBA);

— TeMopparuyeckue paccTpoiicTBa BcieAcTBUe nedunura ButamuHa K
(6omee BepOSTHBI ITPU TPYTHOM BCKAPMJIUBAHUM );

3) npedoowKorbHOM U MAAOUEM WUKOTbHOM 803pAcme:

— acTMa;

— TIOJIAIIO3 HOCA;

— PEUUIMBUPYIOIINE CUHYCUTHI;

— BBINIAJICHUEC MPSMOMN KHIIKH;

— JMCTAJIbHBIA UHTECTUHAIbHBIA OOCTPYKTUBHBIA CUHIPOM;

4) cmapuwiem wWKOILHOM 803pacme:

— HapyUIEHUE TOJEPAHTHOCTHU K IITHOKO3E;
— YBEJIMYEHUE NEYECHHU;
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— TOpTajbHas TUIEPTEH3Us CO CIJIEHOMETaluei, aCLIMTOM U PacIliu-
pEHUEM BEH MUIIEBOA;

5) noopocmkogom u 3penom eozpacme:

— Oecrmuiogue y My>KUMH, BPOXKJI€HHAsl JBYCTOPOHHSSI aTpe3usl CEMSBbI-
HOCSIIIUX TIPOTOKOB;

— TEIUIOBOM yJap.

[Ipu K® unorga moxketr ObITh OOBI3BECTBICHUE OPOHXHMANBHOWU CIIU3H,
IIOJIKEITY IOYHON JKEeJe3bl, IEPUKapINT, apTponaThs, KPOBOU3IUSIHUSA B MO3I U
IE€MUIUIET U, CBSI3aHHBIE C TUIIOBUTAMUHO30M K, mapoTuT, aMUI0n103, 3KTONNS
AUYEK, UX MEPEKPYT, TMHEKOMACTHUS, MACCUBHBIN CTEaTO3 NEYEHH, BbINAJCHUE
L€KW MaTKH, THEBMATO3 KUIIEYHUKA.

Ucxonpl KO paznuunbl. OHU CYHIECTBEHHO Pa3MYaArOTCS JaXe Cpeau
T€X MalHEHTOB, KOTOpPbIE 00JaNarT CXOAHBIM TreHoTurioM K® u momyyaror
OJIMHAKOBOE JICYEHUE.

Mpu3sHakn ocTporo 6poHXoNero4yHoro npouecca
WU 060CTPEeHNsA XpoHnYeckoro y aeten ¢ Ko

3akiroyeHne 00 OocTpoM OpPOHXOJIETOYHOM IIpoliecce MM 00OCTpEeHUU
XPOHUYECKOTO Y 00bHBIX K@ MOXHO cAenath Npu HaJIu4uK XOTs Obl 3 U3 1e-
PEUMCIIEHHBIX HUKE TPU3HAKOB!

— TOBbIIIeHHE TemrepaTypsl Tena 10 38 °C u Bele B Tedenue donee 4
4acoB B CYTKH;

— TOSIBJICHUE W YCUIICHHE KalllIs;

— YBEJIMYEHUE HWHTEHCUBHOCTH MPOAYUUPOBAHUS MOKPOTHI /WM
YXYALIEHUE €€ XapaKTePUCTHK;

— mosiBieHue OoJiee YyUYalleHHOIO W/WIN 3aTPyJHEHHOIO JbIxaHus (yBe-
JMYEHUE 4acTOoThl AbixaHus Ha 25-30 % oT MHAUBUAYaIbHOW HOPMBI IIPH MOJI-
cueTe uepe3 | yac nocne 3achinaHus);

— 3aMeJJICHUE WM OCTaHOBKA B YBEJIMYEHHH MAcCChl T€la y HOBOPOXK-
JIEHHBIX U €T paHHEro BO3pacTa;

— mnortepsa Ha 1 xr u Oosee 1100 > 5 % OOBIYHON MacChl Tena, YTO 00Y-
CJIOBJICHO YXY/IIICHUEM alleTUTa;

— YXYJIIEHHE ayCKyJbTaTUBHOW W PEHTTCHOJOTMYECKOW KApTUHBI B
JETKHX;

— YMEHBUIEHHE TOJIEPAHTHOCTH K (PU3NYECKUM HArpy3Kam;

— TEeMaToJIOTHYeCKHEe TPHU3HAKU OakTepuanbHON WMHOEKIUH (YCKOpPEH-
Hast COD, NEUKOIMTO3, CIBUT JCHKOIUTAPHOU (DOPMYJIIBI KPOBH BJIEBO);

— cHmwxkerne O®B; na 10 % u Goyee MO0 CPaBHEHHUIO C BEIIMYMHOM TIO-
CJIEIHETO U3MEPEHUS, MPOBOAUBIIETOCS B MPEAIIECTBYIOIINE 3 MECALA;

— yXyJllIeHue catypanuu remorsioonsa Ha 10 % u Oosiee Mo cpaBHEHHUIO
C NPEIUIECTBYIOLUIMM 3HaUYE€HUEM (32 MOCIIETHUE 3 MecsLa).
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Ecinu 3a nocnennue 3 mecsna KIMHUKO-1a00paTOPHBIM KOHTPOJIb HE MPO-
BOJAMJICA, COCTOSIHUE DPECHUPATOPHOW CHUCTEMBI OIIEHMBAETCA HA OCHOBAaHUU
aHaMHe3a, a TaK)Ke CyObEKTUBHOM OLIEHKH Mal[MEeHTA.

Knaccudmkauusn

B «MexnynapoHoil cratuctTudeckon Kiaaccuukauu 0oe3Hel u mpo-
osiem, cBsizanHbIX co 3n0poBbeM» (MKDB) X nmepecmorpa (BO3) K@ otHeceH k
kjaccy IV — «0one3Hn 3HIOKPUHHOM CHCTEMBI, pacCTpOCTBA MUTAHUS U Ha-
pyiieHuss oOMeHa BemecTB» U Bkimodaet noapyopuku: E84.0 — K® ¢ nerou-
HbIMU TIosBIeHUsIMU, E84.1 — ¢ kumeunbiMu npossieHusiMu, E84.8 — ¢ apy-
TUMU NposiBiIeHusIMU, E84.9 — HeyTOYHEHHBIN.

Pabouas rpynma, opranmzoBanHas BO3, MexayHapoaHOH accommariueit
kuctohuopo3a, EBporneiickoli TeMaTHUeCKON CeThI0 0 TIpodiieMaM KucTtopuopo-
3a, mpeacTaBuia npoekT HoBoi kinaccudukanuu KO 8 MKbB XI nepecmorpa:

— KJIACCHYECKMM MYKOBUCUUIO3 C NaHKPEAaTUYECKON HEA0CTaTOYHO-
cteio (PI);

— KJIACCMYECKUN MYKOBHUCILIMJIO3 C HEHApYIICHHOW (yHKI[MEH MOJKe-
nyno4yHou xene3bl (PS);

—  ATUIMWYHBIA MyKOBHCIIU/I03;

— HM30JUPOBAHHAS OOCTPYKTUBHAS a300CHEPMHUS;

—  XPOHMYECKHil TAHKPEATHT ;

—  aJUTepru¥ecKuii 6poHxonerounslii aceprumies (ABPA)';

—  JMCCeMHHHMPOBAHHBIC GPOHXOIKTA3bI ;

—  nuddy3HbIil TAHOPOHXHOINT ;

—  CKJIEpO3UPYIOIIMM XOJIAHTUT;

— HEeOHaTaJIbHAsl TUIIEPTPUIICUHOTEHEMUS.

B Hacrosimee Bpems B KIIMHUYECKON KIIacCU(DUKALUU BBLACIISIOT:

A. ®opmbI 3a00JICBaHUS:

1) cmemaHHasi ¢ MOpPaKEHUEM >KETyIOYHO-KHUIIIEYHOTO TpakTa U OpOH-
X0JIETOYHOM cucTeMsI (75—80 %);

2) mpeumyuiecTBeHHO Jierounas (15-20 %);

3) npeumyuiecTBeHHO KuiedHas (5 %);

4) mnedeHOYHas C SABJIECHUSMH LUPPO3a, NOPTAIbHOW THIIEPTEH3UEHN U ac-
LUTOM;

5) wuzonupoBaHHAas IEKTpoaUTHAa (1ceBaocuHapoM baprepa);

6) MekoHueBast HempoxoAUMOocTh (5—10 %);

7) HeoHaTaJbHas TMIIEPTPUIICHHOTCHEMMUS;

8) aTUNUYHBIE U CTEPTHIE.

b. Tsxects coctostnus (o mkane [lIBaxmana—bpachunbaa):

1) xopomee (71-100 6aioB);

2) ynosierBopureibHoe (5670 6ai1oB);

' Tlo kpaiiHeii Mepe o/iHa U3 MyTalMii HACHTH(UIMPOBAHA.
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3) cpenneit Tsxectu (41-55 6aoB);

4) Ttspxenoin crenenu (MeHee 40 6aIoB).

B. I'enetnueckuii 1uarno3 (TUM MYTAaIUM).

I'. Knunuueckue nposiBIeHUs.

J1. OcnoxxHeHus:

— CO CTOpOHBI JieTKuX (a0clecchl, aTeleKTasbl, THEBMOTOPAKCHI, MUOI-
HEBMOTOPAKCHI, KPOBOXapKAaHKE, KPOBOTEUCHUE, JIETOYHASI HEJJOCTATOYHOCTb);

— €O CTOPOHBI CEPAECYHO-COCYAUCTON CUCTEMBbI (JIETOYHOE CepAlle, Jie-
rOYHasi TUMEPTEH3Us, CepJIeUHas HEIOCTATOYHOCTH);

— CO CTOPOHBI KEIYJOYHO-KUIIEYHOTO TPaKTa (MOpPa)KEHHE CIOHHBIX
xene3, Hapymenus Motopuku JKKT (ractpossodareanbubiii pediokc, CuH-
JIpOM JTUCTANTBHOW MHTECTUHAIBLHON OOCTPYKIIMH, XPOHUYECKHE 3arOphI), TO-
paXK€HUE KeNyJKa U JIBEHAIUATUIICPCTHON KUIIKH, allleHIUIUT, MEKOHUEBBIM
uieyc, UHBaruHauus, uHpekuruonubie sHTepoKoauThl (Giardia lamblia, Clos-
tridium difficile), kpoBoTeueHue, BriMajeHUE MPSIMON KUIITKH, GUOPO3UpYIOIIas
KOoJIOHOMaTus1, OHKoJoruueckue 3aboneanus KKT);

— CO CTOPOHBI TNEYeHHU (BHEMEUCHOYHAss OOCTPYKIIUS JKEIIYHOTO MPOTO-
Ka, XOJIJINTHA3, KENTyXa, UUPPO3, TE€NATOCIUIEHOMET NN, TOPTAJIbHAS TUIIEP-
TEH3Usl, TUIIEPCIUICHU3M, BApUKO3HOE PaCUIMPEHUE BEH MHILEBOAA, ACLHUT, Ie-
YeHOYHAasl HeJJOCTATOYHOCTb, SHIEe(DanonaTus);

— CO CTOPOHBI TIOJKETYTOYHOM jKeJie3bl (TAaHKPEaTHT, CaxapHbIi 1UadeT);

— 3a7epikKa GU3NUECKOro pa3BUTHSI.

IIpumep ¢opmynaupoBku auardoda: K®, cmemanHas ¢opma, TSHKEIOH CTENEHU
msokectu (F508del/F508del). Bropuunblii XxpoHnueckuit OpoHXUT, obocTpeHue. MHOXKeECT-
BEHHBbIC OPOHX03KTa3bl (MemoT4yareie B S1-6 crnpasa, mummHaprdeckue S4-8 cnea). XpoHH-
YyecKkasi CHHeTHOWHas: MH(EKIHs. DK30KpUHHAS HETOCTATOYHOCTD TO/KEITYT0YHOM JKETIE3HI.

OcnoxXHEeHUsI: XPOHUYECKOE JIETOYHOE Cep/lle, JeroyHasi TunepTen3us 1-il creneHu;
JIETOYHO-CepIeUHast HEJOCTATOYHOCTD 2; BBINAJACHUE TIPSIMOM KUIIIKH.

OuarHocTuka

Huarnoctuka K® 6a3zupyercs:

— Ha XapaKTepHbIX PEHOTUNMHYECKHUX MposiBiIeHUsIX KD;

—  TOJIOKUTEIHHOM ITOTOBOM TECTE;

— 0O0JBIION Pa3HOCTH Ha3aJIbHBIX IOTEHIIUAJIOB;

—  pe3yJbTaTax F€éHEeTUYECKOI0 UCCIIEIOBAHMSL.

K ¢eHoTHIMUECKUM IPOSBIECHUSAMH, MMO3BOJISIOLUINM Bpady 3arof03pUTh
K® y nanueHToB pa3HbIX BO3PACTHBIX I'PYII U HANPABUTh HAa JOMOJIHUTEIBHOE
00cJje/IoBaHue, OTHOCSITCS:

1. Y nereii rpyaHoro Bo3pacra:

— PEUMIUBUPYIOLIME PECHUPATOPHBIE CUMIITOMBI, TAaKHE KaK Kalleib,
OJIBIIIIKA;

— 3aTSHKHOM, peUUAUBUPYIOUINI OPOHXUT;

— 3aTsKHasg, MOBTOPHAs (0COOEHHO abCIeAUPYIOIasi) THEBMOHUS;
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HEO(POPMJIICHHBIHN, OOMIIbHBIN, KUPHBINA U 3TOBOHHBIN CTYII;
XpOHUYECKas TUapest;

BBINAJCHUS IPSIMOU KHUILIKY;

3aTsDKHAsT HEOHATAJIbHAS XKENTyXa;

OTCTaBaHUE B (U3NYECKOM Pa3BUTUH;

COJIEHBIN BKYC KOXU;

TEILIOBOM yAap WX Jeruaparanus pu )KapKou MOroae;
TUIIO3JIEKTPOJIUTEMUS;

CMEpPTh J€TEH HA IIEPBOM I'OJly KU3HU B JAHHBIX CEMENHOIO aHAMHE3a

WJIA HaJIMYUe CHOCOB CO CXOJHBIMH KIIMHUYCCKUMU IIPOABICHUSAMU,

TUIIOIPOTCUHCMUSL, OTCKU.

2. Y nereil 10MIKOJIBbHOTO BO3pacTa:

OJIBIIIIKA;

IICYCHU.

CTOMKHI Kaleiab ¢ THOMHOW MOKpOTOM 1 0e3 Hee;
JIMATHOCTUYECKU HESICHAs PEUMAUBUPYIOIIAS WM XPOHUYECKas

OTCTaBaHHE B BECE U POCTE;

BBITIQJICHUS TIPSIMOU KHIIIKH;

WHBarvMHaIms;

XpOHUYECKas Tuapes;

cUMIITOM OapaOaHHBIX TAJIOUCK;

KPUCTAJIIBI COJIM Ha KOXKE;

TUIIOTOHUYECKAs JIeTHIpaTaIlis;

THUIIORJICKTPOJIUTEMUS K METaOOINICCKUI aIKajo3;

rernaToMerains Wi JUarHOCTHYCCKU HESICHOE HapylleHue (QpyHKIuu

3. Y nereii MIKOJILHOTO BO3pPACTAa:

XPOHUYECKUE PECTUPATOPHBIE CUMIITOMBI HESICHOW 3THOJIOTUU;
CHUHETHOMHAs Najl04yKa B MOKPOTE;

XPOHUYECKUN CUHYCUT;

Ha3aJbHbII TOJIUIO3;

OpOHXOIKTA3bl;

CUMITOM OapabaHHBIX MANIOYEK;

BBIIAJICHUS IPSIMOM KUILIKH;

XpPOHUYECKas THapes;

CUHJPOM JUCTAIBHONW MHTECTUHAIBLHON OOCTPYKITUY;
MaHKpeaTuT;

caxapHblil 1MabeT B COUETAaHUU C PECIUPATOPHBIMU CUMIITOMAMU;
rernaTroMeranus;

3a00JIeBaHUsI IEYEHHU HESICHON ATHUOJIOTHUHU.

4. Y moapoCTKOB M B3POCJIbIX:

THOMHOE 3a00JIeBaHME JETKUX HESICHON 3THOJIOTHH;
cUMITOM Oapa0aHHBIX MaJI0UeK;
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— CHUHIPOM JUCTAIbHOW MHTECTUHAIBLHON OOCTPYKIINY;

— TAHKpEeaTuT;

— caxapHbIi 1Ma0eT B COUETAHUH C PECTUPATOPHBIMU CUMIITOMAMH;

— TPU3HAKU LUPPO3a NEYEHHU U MOPTAIbHON TMIIEPTEH3UY;

— OTCTaBaHHUE B POCTE;

— 3a/IepKKa MOJIOBOTO PA3BUTHS;

— CTEpPUJIBHOCTD C a300CIEPMUEN Yy JIUI] MYKCKOTO I10J1a;

— CHIKEHHUE (PEepTUIHLHOCTH Y JIMII )KEHCKOTO MOoJja.

IMoToBbii TecT. Knaccnueckuii meron ['m66cona—Kyka (mmuinokapnuHo-
BbIIl HOHO(OpE3 U onpeieleHne KOHLEHTPALUK HaTpHsl U XJIopa B MOTE) 10 Ha-
CTOSIILIETO BPEMEHH OCTAETCS «30JI0ThIM» CTAaHAAPTOM NPHKU3HEHHOW TUarHo-
ctuku KO.

Jlnia uckinroueHus: OomMOKH B pe3ysibTaTaX TECTUPOBAHUE JTOJIKEH OCYIIIe-
CTBJISITh TOJIBKO MOJATOTOBJICHHBIM MEIMUMHCKUI MEPCOHAN, UMEIOIIMI OMbIT
MPOBEJICHUS TAKUX aHAIN30B (He MeHee 3 B Henento). McciienoBars aieKTposin-
ThI TTOTOBOM KUJKOCTH 11€JIECO00pa3HO HE paHee 7 JAHEH Mmociie POXKJICHUS MpU
Macce peOeHka He MeHee 3 KT, MPU KIMHUYECKU CTaOMIHLHOM COCTOSIHUM TIallk-
€HTa, OTCYTCTBUM Y HETO NMPU3HAKOB O00OCTPEHUsI, IKCUKO3a, OTEKOB, a TaKKe
CTEPOUIHOM U KUCIOPOJHOM Tepanuu He MeHee | mecsna. HTeprnpeTupoBaTh
pe3yabpTaT peKOMEHIYETCS, KOrja HaBecka nota npesbimaetr 100 mr u uccneno-
BaHHE MPOBEJACHO KaK MUHUMYM JIBaX/bl. Pe3ylbTaThl OLIEHUBAIOT C YYETOM
BO3pacTa HalueHTa.

Hopmanvhuiii yposens snexkmponrumog < 40 mmonv/n. Y 310pOBBIX HOBO-
POXKJICHHBIX B NEPBbIC JHU KU3HU YPOBEHBb BJEKTPOIUTOB MOMKET HAXOIAUTHCS
Ha BEpXHEW rpaHuile HOPMbI UM OBITh MOBBIIIEHHBIM. KOHIIEHTpaIus HaTpust y
310pOBBIX AeTer n nerev ¢ KO ysenmuuaercs K 12 rogaM u 3aTemM 3HAUUTENb-
HO He u3MeHseTca. KoHleHTpauus xjaopa y 3J0pOBBIX JAETEW C BO3PACTOM IO-
BbIIIaeTcs, a y 001abHbIX K@ n3mensiercs HesHauutenbHo. Y 5—10 % 310poBbIx
HOJIPOCTKOB U B3POCIBIX COAEpP>KaHUE XJIOPUIOB U HATPHUS B IMOTOBOM KUIKO-
CTH MOXeET ObITh BbIlIe 60 MMOJB/I. JluarnocTuueckuM KputepueM K® sB-
JSIeTCSl cofiep)kaHne 00OMX MOHOB B MOTOBOM JKUIKOCTH BbilIe 60 MMOJB/T y
neteit u Boime 70 MMOJIB/JT y TOAPOCTKOB U B3pocibiX. [Ipu 3TOM pasHuiia me-
KTy TTOKa3aTels MU XJI0pa U HaTpUsl HE JOJDKHA IpeBbImath 10 MMOJIb/.

ComHUmenbHblM CYUTAIOT PE3yNbTaT 35—60 MMOIb/, KOTOPHIN SIBISETCS
IOPEANOCBUIKONW ISl IPOBENECHMSI MOBTOPHBIX HCCIEAOBAHUN U MOJIEKYJISIPHO-
IrE€HETUYECKOro TecTupoBaHus. [Ipy OLlEHKE COMHUTENBHBIX PE3YyJIbTAaTOB I1OTO-
BBIX TECTOB HEOOXOJIMMO YUUTBIBATH CIEIYIOLIEE: Y 30POBBIX JIHI] KOHLEHTpa-
I[Usl MOHOB HATPHs OOBIYHO BBIIIE, YeM KOHIICHTPAIUS HOHOB XJIOPa; Y MalueH-
ToB ¢ KO koHUEHTpaluss HOHOB XJIOpa BBILIE, YeM KOHLEHTpalus HOHOB Ha-
TpHS; CyMMa KOHILIEHTPALlMM UOHOB HATPUS U XJIOpa y 3J0OPOBBIX JIeTel 0OBIYHO
Menble 140 MMounb/i, a y naueHToB ¢ KO — Qosbliie 3TOro nokasaresis; KOH-
LEHTpaIy HAaTPUs UK XJI0pa BbilIe 150 MMOJIB/T SBISIOTCS. HETOCTOBEPHBIMH.
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B mnacrosmee Bpems mns ckpuHuHra K@ wncnons3yroTcs 3Kcnpecc-
METOJbl TPOBEACHUS MOTOBOI'O TECTAa C IPUMEHEHHEM MOTOBBIX aHAJIN3aTOPOB
(«Sweat-Chek», «Nanoduct»). Ix pabota ocHOBaHa Ha U3MEPEHHUH IPOBOJIU-
MOCTHU MOHOB (KaJiuii, HATpUil, XJI0p, OMKapOOHAT, aMMOHHM U 1Ip.), IPUCYTCT-
BYIOIIUX B MOTe. Tak Kak OmpenesseTcss MPOBOJUMOCTh COBOKYITHOCTH BCEX
MOHOB, TOJIYYEHHBIN pE3yJIbTaT MPEBBIIIACT UCTUHHYIO KOHIIEHTPALUIO XJIO-
punoB npuMepHo Ha 15-20 mmonb/a. B 3Tol cBsI3W B KauecTBE MO3UTUBHBIX
s KO paccmatpuBatoTcss pe3yiabTaThl Bbilie 80 MMOJIb/J, MOTPAHUYHBIX —
60—80 MmoIb/11, HOpManbHBIX — MeHbIle 60 Mmonb/n. [loka3arenu Bbilie
179 Mmmonb/n JOMKHBL OBITh MOJBEPrHYTHl COMHEHHIO. [IpoI0OIKUTEIBbHOCTD
noToBoi mpoObl Ha aHanu3atope «Nanoduct» cocraBnsger okono 10 mMuHyT,
TpeOyeTcs Bcero 3 MKJI MOTa, MMO3TOMY 3Ta MOJIEIb MOXET UCIIOIb30BAThCSA Y
MAIMEHTOB JIF0O0T0 BO3pacTa, BKIIOYasi HOBOPOKICHHBIX.

[lorpannyHble MOKa3aTeNd AJIEKTPOIUTOB B IMOTE (JOKHOIMOIOKUTENb-
HBIIl TECT) MOTYT BCTPEYATHCS MPH Psii€ COCTOSHUNA. DTO TSKENbIE paccTpoil-
CTBa MUTAHUS, aIpEHOTCHUTAIIbHBII CUHAPOM, HECaXapHbId AUA0ET, ICEeBIOTH-
MoaJIbIOCTEPOHU3M, cuHApoM KisiiHdenbrepa, Hedpo3, cuHapom Mopuaka,
TMIIOTUPEO03, MYKOIIOJIMCAXAaPUI03, IKTOAEPMalIbHas IUCILIA3Us, CEMEUHBIN XO-
necta3, (PyKo3uao03, LENHAKHUs, TMIIOraMMarioOyJuHEMUs, TMIONapaTUpPEOu-
3™, BUY-undexnus. Kak npaBuio, 3T 3a0051€eBaHNs UMEIOT XapaKTEPHYIO
KJIMHUKY U PEJIKO BCTPEYAIOTCH.

JIo)XHOOTpUIIATENNbHBIE PE3YJIbTaThl MOTYT OBITH OOYCIIOBJIEHBI TEXHHYE-
CKUMHM OUIMOKaMHU, a Takke HaOII01aTbCsl Y HOBOPOXKICHHBIX, Y MAIlUEHTOB C THU-
MoHaTpueMuei, 0e30eIKOBBIMH OTEKaMH, TUIONPOTEMHEMHUEN U Y TeX, KTO MpH-
HUMAET HEKOTOPBIE JIEKApCTBEHHBIE MpenapaThl (AHTUOMOTHUK KIIOKCALIMIUINH).

VY 1 % nauuentoB K@ nporekaeT ¢ HOpMaIbHBIMU MMOKA3aTEISIMU HJICK-
TPOJIMTOB NOTA, U IUarHo3 noareepxkaaercs JJHK-ananmmuzom.

[Ipu HeBO3MOXKHOCTH cOOpa Aake HEOOJbIIUX KOJUYECTB MOTOBOM KUA-
KOCTH, TpeOYIOIIEHCs sl SKCIIPECC-METO/I0B, a TaKKe MPU MOJTyYEHUH COMHHU-
TEJIBHBIX PE3YJIBTATOB TECTA ITOKA3aHO M3MEpPEeHHe Pa3HOCTH HA3aJbHBIX IO-
TeHIHAJ0B. J[aHHBII METOJI UCCIIEI0BAHUS SIBJIAETCA OJHUM U3 HauboJiee UyB-
CTBUTEJBHBIX TECTOB. B Hamell cTpaHe OH HE BBINOIHAETCA. MeTon mpencTaB-
JsIeT cOOO0M M3MEPEHUE Pa3HOCTH AIEKTPUUECKUX MTOTEHIINAJIOB MEKIY OTHOCHU-
TEJIBHBIM JIEKTPOJOM B KOHTAKTE C MPEAIUIEYbEM U U3MEPSIOLIUM 3JIEKTPOIOM
Ha MOBEPXHOCTU CIM3HUCTON JTHA HHKHETO HOCOBOI'O XOJa, IJ€ KOHLIEHTpalus
pPECHUTUATBIX KJIETOK HamOombiias. Pukcupyercs MakCUMallbHas pa3HUIla Mo-
TEHIMAJIOB. TeCT MON0XKUTENbHBIN IpHU Noka3arensx oT —40 1o —90 mB.

TpeboBanus kK mpoBeneHUI0 TecTa cienyromme: orcyrcrsue OPBU, mo-
JIMIIOB, TPAaBM HOCOBOM IOJIOCTH HA MOMEHT MpPOBEJEHUs ucciaenopanus. Jomi-
KEH YYMUTBIBATHCS MAKCUMAaJbHBIA CTAOUJIBHO PErUCTPUPYEMBIN IMOKA3aTENb
o0eunx nojioBuH Hoca. [Ipumensercs y aerei crapuie 6—7 Jer.
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I'enernuyeckoe recrupoBanme. 3-3a OrpoMHOIO 4Kcia MyTalui U UC-
KIIFOUUTEIBHON PEeIKOCTH OOJBIIMHCTBA 11€7€CO00Pa3HO MPHU CTaHJIAPTHOM 00-
CJI€ZIOBAaHUHU MCKATh TOJIbKO HEKOTOPBIE U3 HUX, Yalle 5—22 Haubojee pacmpo-
CTpaHEHHbIE B peruoHe MyTauud. [103ToMy HEBO3MOXKHOCTh OOHAPYXKHUTh MY-
TalMIO €I1€ HE UCKIoYaeT auarHo3a. I1o mokazaHusiM MOYXHO IPOBECTH pac-
HIMPEHHOE 00ce0BaHUeE.

JAHK-ananu3 npoBoaAUTCS:

1) 6ombHBIM, Y KOTOpbIX nuarHoctupoBaH K® no ananmu3y mora (o0ser-
YaeT CKPUHUHT OCTAJIBHBIX WICHOB CEMBHU U MO3BOJIAET NPEHATAIBHYIO IHATHO-
CTUKY OyIymux OepeMeHHOCTEN );

2) poiHbIM OpaThaM U cecTpaM nanueHTa ¢ Ko;

3) mauueHTaM, y KOTOPBIX MOJYyYEHbl COMHHUTENIbHBIE PE3YJIBTATHI MTOTO-
BOT'O TECTA.

OcHO8b16a5CL HA Ce200HAWHUX 3HAHUAX, AHAAU3 2eHOMUNA He Cledyem
UCNONIL308aMb OJ1 NPOSHO3A ) KOHKPEMHO20 NAYUEeHMA.

TecTbl, BBIABJIAKIINE JIK30KPHMHHYI HEAOCTATOYHOCTb MOIKeTy-
AO04YHOM :Keje3bl. OILIEHKY BHENIHECEKPETOPHOM (YHKLUMH MOKEITYJOUYHON
KeJe3bl TPOBOAT:

1. ITo komponornyeckoMy HUcciaeaoBaHut0. [Ipyu 3K30KpHUHHON HexoCTa-
TOYHOCTH >KeJie3bl OOHAPYKMBAIOT CTEATOPEI0 HEUTpaJbHBIM KUPOM, B Oolee
TSKEJBIX CIIydasiXx — COUYETAaHUE CTEATOPEU C KpeaTopeeH.

2. JIunuporpaMme Kaja ¢ ONpeAEeICHHEM TPUTTIMLIHUPUAOB METOJAOM TOH-
KOCJIOMHOW XpomaTorpaduu.

3. OnpeneneHuro 31acTas3bl-1 B Kajie ¢ MCMOJb30BAHUEM MOHOKIIOHAIIb-
HBIX aHTHUTEJ K TAaHKPEATUYECKOM 3acTase. DT0 Hauboiee uHghopmamuensvlli Ha
ce200Hsi METO/I, OOBEKTUBHO OTPAXKAIOUIUI CTENEHb HEOCTATOYHOCTH IK30K-
PUHHOMN (QYHKIMM MOKETYIOYHOM KeJe3bl. Diiacta3a-1 sBisieTcss OAHUM U3 ee
OPOTEONIUTUYECKUX (epMeHTOB. B HOpMe KoHUEeHTpalus 3iacta3bl-1 B cOoke
NOJIKETYTIOUHOM kene3bl coctaBiger 170-360 Mxr/mit. Ilpu npoxoxxaeHun ve-
pe3 MUILEBAPUTENBHBIN TPAKT OHA HE U3MEHSET CBOEU CTPYKTYpBI, I0ATOMY €€
KOHIIEHTpAIUsl B CTYJIE SIBJIIETCS UCTUHHBIM OTPAXKEHUEM HK30KPUHHOU (PyHK-
MU TOKEIIyJOUHOU *kene3bl. Ha ypoBeHb d1acTas3bl-1 HE OKa3bIBAET BIMSHUSA
IPOBOJMMAsI 3aMECTUTENIbHAS Tepanusi NmaHkpeaTuueckuMu (epmentamu. Hc-
X0/ U3 YpOBHS 37acTas3bl-1 B Kaje, BBIIACISIOT JIETKYIO CTEIEHb aHKpeaTuye-
CKOHM HeJocTaToyHOCTH (YpOBEHb dJactasbl-1 B kame — 100-200 mMkr/r) u Ts-
xenyto (Hmke 100 Mxr/r). Pesynbrarhl nccaeoBaHus CYUTAIOT TOCTOBEPHBIMU
1ocJie ABYXHEIEIbHOTO BO3pacTa.

Cxpunnnr. Ilonymsuuonsasiii ckpuHuHr K@ npoBoauTcst AJid BbISBIIE-
HUS Kak nmanueHTtoB ¢ K@, tak u 3m0poBbix HOcHuTeneld. OH MOXET OBITh OCY-
IIECTBJICH:

— B paMKax IEepBUYHON MEIULMHCKOW IOMOIUU YE€pe3 CUCTEMY IOJIU-
KJIMHUK;
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— TpH BCTYIUIEHUHU B Opak (MO3BOJIUT BEpUDUIIMPOBATH MAPHI PUCKA);

— cpenu OepeMeHHBIX (€CIM TECT OKAXKETCs IMOJOKUTEIbHBIM Yy Oepe-
MEHHOM, TO €ro MO>KHO MPOBECTH U MAPTHEPY);

— Cpely HOBOPOXKIACHHBIX;

— B pamKax cembu (oOcieayroT OpaTheB, cecTep, TE€Th, Asjaeh 0O0Jb-
HbIX KD).

KoneuHoii nenpto ckpuHUHTa HocuTeneil myrauun K@ sBisercs peayk-
LU Yyrciia HOBOpOXkKAeHHBIX ¢ K@ Ha nonynssunoHHOM ypoBHE. HeoHaTanbHbIi
CKPUHHMHT CIIOCOOCTBYET paHHEMY HA3HAUYE€HHIO CTaHIAPTHOM Tepamuu, YTO
YJIy4IIUT COCTOSIHUE MAIMEHTOB Ha OoJiee Mo3JHUX dTanax >xu3Hu. Kpome toro,
OH MHULIUUPYET MPOBEAECHUE PAHHEIO0 MEIUKO-T€HETHUYECKOr0 KOHCYJIbTUPOBA-
HUSA. DTO MOXKET MOBJIUATH Ha PENPOAYKTHUBHOE IOBEICHHUE CYIIPYTOB U UX POA-
CTBEHHUKOB C COXPAaHHBIMU JCTOPOIHBIMU (yHKITHSIMH.

Ckpunuar K® kak HauuoHanbHas IporpaMma y»e BHEIPSIETCS BO MHO-
I'MX pa3BUTHIX cTpaHax. CxeMa mporpaMmbl CKPUHMHIAa HOBOPOXKJI€HHBIX B PD
3aKJII0YaeTCsl B TOM, YTO Ha |-Mm 3Tane Ha 3—4-i1 1eHb KU3HU y JOHOLIEHHOIO
pedenka (7—8-i y HEIOHOILLIEHHOT'0) ONpEeNeseTcss CoAepKaHe UMMYHOpEaK-
tuBHOTO TpuricuHa (MPT) B BeicylieHHOU Karuie KpoBu. [Ipu mogoXuTebHOM
pesynbrate (6osee 70 HI/MIT) OCYIIECTBIISETCS MTOBTOPHBIN TecT Ha 21-28-i1 1eHb
(2-# oramn). [Ipu nonoxxuTeILHOM MOBTOPHOM pesynbrare (6onee 40 Hr/mit) mpo-
BOAUTCS TMMOTOBasi mpoba (3-i sram). B ciayyae monoXKuTeabHOTO pe3yibTaTa
sToi TIpoOkI (6osee 60 mmoinb/m o ['n66cony—Kyky unm Gonee 80 Mmoib/i
P OTpeJIeTICHUU MPOBOIUMOCTH 1MOoTa Ha anmnapare «Nanoduct») auarno3 Kd
CUMTAETCS MOATBEPKICHHBIM.

B cimydae 2 nmonoxurenbHbIX aHanu3oB KpoBu Ha MPT u nomydenus mo-
IPAaHUYHBIX PE3yJbTAaTOB MOTOBOW mpoObl mokazaHa JIHK-nuarnocruka (4-it
stan). Ecnu nipu ee npoBeneHnn oOHapyxkeHa xoTs Obl ogHa MmyTauus rea Ko,
TO BhICTaBISAIOT nuarno3 K®. Ecinu nmoToBas npobda oTpuniarenbHa, HO oOHapy-
’KEHa OJIHA MYTallMsl TeHa, TO peOEHOK SIBJISIETCSl HOCUTENEeM MyTaluu reHa. Ec-
JU y HEro MOSBISIOTCS KIMHUYECKUE MPOsiBICHUS 3a0oieBaHusi, TO peOeHKa
cieayeT HanpaBuThb B LieHTp KO.

JleyeHune

Jliis obecriedeHrsT CIIeMAIM3HPOBAHHON MEIUIIMHCKOM TOMOINM JIETSIM C
K® npukazom munuctpa 3apaBooxpanenust Pb ot 08.08.2006 r. Ne 631 «O6 yT-
BepxkaeHUH [lonoxkeHust 0 pecrmyOIMKaHCKOM MEIUITMHCKOM IIEHTPE W TEpeUHS
PECITyOJIMKAHCKUX CIEIUATU3UPOBAHHBIX MEIUIIMHCKUX IICHTPOB» OBbUT CO3/aH
PecnyOnukaHcKkuii EHTp IETCKOM MyJIbMOHOJIOTMU ¥ MyKOBHCLIMA03a. Ero kimnu-
YecKOil 0a30i SIBJISETCS MyJIbMOHOJIOTHYECKOE OT/EICHUE U TOPOJACKON aMOya-
TOpHBIA mynbMoHOJorHueckuit kabunet Y3 «3-a JII'Kb r. Munckay. Jleuenue u
JIMCTIAHCEPHOE HAOIIOJICHUE OCYIIECTBIISIETCSl corlacHO «KIIMHIMYecKoMy MpOTOKO-
JIy JUArHOCTUKH, JICUYCHUS U peadMIMTalu OOJBHBIX KUCTO3HBIM (hHOPO30M (My-
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KOBUCII030M)» (mpuka3z M3 Pecnyonuku benapych ot 25.02.2008 1. No 142),
pa3paboTaHHOMY Ha OCHOBE €BPOIEHCKIUX KOHCEHCYCOB MO MYKOBUCITUIO3Y.

Jleuenne naureHTOB ¢ KO KOMIUIEKCHOE W HAIPABJIEHO:

— Ha Mojjiep>KaHue XOPOIIETo HyTPUTUBHOIO CTaTyCa;

— yYMEHbIIEHHE OOCTPYKIIMH JIbIXaTeNbHbIX MyTEH;

— KOHTPOJIb UH(MEKIUU JAbIXaTeNIbHbIX MMyTEH;

— JIEYEHUE OCJIOKHEHUH;

— TCHXOAMOLMOHAJIBHYIO aIalTalUIO.

Juerorepanusi. PexomeHayercst BEICOKOKAJIOpUHAs ueTa ¢ OOIbIINM
cojepkanreM XUpoB (35-45 % Bceil sHepreTHYecKo MOTPeOHOCTH), OEIKOB
(15 %) u yrneBonoB (45-50%). KonmnuectBo kanopuii B parmone 60apHbIX KO
JOJDKHO cocTaBiisiTh Ha 20—50 % Oouibiie, yeM 370pOBBIX JIeTel TOrO e BO3-
pacta. B moBcegHEeBHON MPAKTUKE MOXHO TOJIb30BAThCS CICAYIOIIMMU OpHUEH-
tupamu: 1-2 roga — 200 kkai, 3—5 ner — 400 kkan, 611 ner — 600 kkamn,
crapuie 12 net — 800 kKaj B CyTKH.

Jluera pekoMeHyeTCs UHAUBUIYATbHO, UCXOs U3 MOTPEOHOCTEN KaxK-
noro pedenka. [[ns geteit 1o 1 roga nokazaHo KOpMIIEHUE TPYAbIO TOJIBKO B Te-
yeHue nepBbix 4—6 wmecsueB. [Ipu HEBO3ZMOXHOCTH WM HEJOCTATOYHOCTU
IPYJHOT'O BCKapMJIUBAHUS BO3MOXKHO HCIIOJIB30BAaHUE aIalITUPOBAHHBIX CMece
Ha OCHOBE KOPOBBLEro MOJIOKa. J(uera jnere crapiiero Bo3pacra npeaycmaTpu-
BaeT YMoTpeOJieHne JOCTYIHBIX MPOAYKTOB, UMEIOIIUXCA B KaXIOM JOME.
Bo3MoxHO oOoraieHue panydoHa MacjoM, >KUPHBIMHA MOJIOKOM, CIMBKaMH,
cMeTaHOM. MOYHO FOTOBUTH JOMAIIHUE MOJIOYHBIE KOKTEHIIH, ITOCKOJIBKY OHHU
BKYCHE€, JICIICBJIC U YCBAUBAIOTCS JIyUllle, 4eM MuleBbie n1o0aBku. [lanuenTam,
UCHBITHIBAIOIIMM TIEpHOauYecKre a0JoMUHANbHbIE OO0JIM, MOKa3aHO yBEIU4e-
HUE COJEepKaHUs PACTUTEIIbHBIX BOJOKOH 70 30 T ¢ IOMOTHUTEIBHBIM IPUEMOM
BOJIbl. DTO MOXET CIIOCOOCTBOBATH PEAYKIIUU a0 IOMUHATIBHBIX CHUMIITOMOB.

B psine ciiyyaeB He0OXOIMMBI CIEIIMAIM3UPOBAHHBIC JIeUeOHbIE MPOIYK-
Thl. B je4eOHBIX cMecsX OEIKOBBIM KOMIOHEHT MPEACTAaBJICH JMOO LEIbHBIM
MOJIOYHBIM OeJIKoM, JInOO ero ruapoau3aToM. JleueOHbIe cMECH Ha OCHOBE TH/I-
posIM3aToB Oelika 0COOEHHO MOKAa3aHbl JETSAM MOCTIe YACTUYHOU PE3eKIUU KU-
IIEYHUKA, & TAKKE TeM, Y KOTOPHIX UMEETCS HEMEPEHOCUMOCTh OOBIYHBIX IPO-
JTYKTOB MUTaHUS (HAIpUMeEp, ajuIepTusi K KOPOBBEMY MOJIOKY). JKUpoBOil KOM-
MOHEHT B JIEYEOHBIX CMECSIX (DOPMHUPYIOT PACTUTEIILHBIMU KUPAMH U TJIABHBIM
obpazom (Ha 60—70 %) cpennernenoyeyHbIMu TpurHiepuaamu. [locnennue He
HYKJTAIOTCSI B OMYJIbTUPOBAHUH U THPOJIN3€E MAHKPEATHUECKOU JTUTIA30M, JIETKO
BCACHIBAIOTCSI B KPOBEHOCHBIE COCYIbI, MUHYSI TUM(PATUYECKYIO CUCTEMY, U SIB-
JISIFOTCS JIETKOJIOCTYTTHBIM UCTOYHUKOM 3Hepruu. Cmecu, cofiepKaliue cpeaHe-
LEMOYEYHbIE TPUTIIMIEPUABI, JOJKHBI MCIOJb30BATHCS MPU HEKOHTPOJIUPYE-
MO cTeaTopee Wiu xoJiecTtase. AJIropuT™M BbIOOpaA JIeueOHOTO MUTAHUS Y 00Tb-
HbIX K® paznuyHoro Bo3pacra npeacrasieH B Ta0I. 2.

Tabnuya 5
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AJaroput™M BbI0Opa edeOHOro nuTtaHus y 001bHbIX K@ pa3iu4Horo Bospacra
(H. 0. Kamupckas, T. 3. PociaBuesa, T. 3. boposuk, 2006)

I'pynna

Ha3eanue npoaykra

IIpumenenne

CMmecu Ha oOc-
HOBE IIEJIbHBIX
0OEJIKOB MOJIOKA

JleTckre MOJIOUHBIE CMECH C TIOBBINICHHOM
KBOTOM Oelika M KaJOpUIHHOCTBIO, C BKIIIOYE-
Huem CII': [Ipe Hyrpunak (Hytpunak, Poc-
cusi), [Ipe-Han (Hectne, IlBeitnapus), Xy-
mana JIII+CIUT (Xymana, 'epmanus)

3amMeHa TPYAHOTO MOJIOKA Yy
JeTeil MEepBOro Troja JKH3HH,
JOTIOJTHUTEIHHOE TTUTAaHUE TSI
6onee crapmux 0oabHbIX KD

CMmecH Ui 3HTEpaJIbHOTO MUTAHUSA AT Je-
teir ot 1 roga mo 3 ner: Hyrpusn FOuumop
(Hytpurek, Poccus), Hyrpuzon Ilenunatpux
(Hytpuuus, I'omnannus), Knunyrpen FOnu-
op (Hectne, IlIBeiinapus)

OHTepajJbHOE M JIONOJIHH-
TeIbHOE TMHUTAaHWE I AeTel
or 1 rogma mo 3 ner, HoUHas
TUTNIEPATUMEHTAIIHS

CwmecH 11t SHTEPATbHOTO TUTAHUS JUIS JIeTer
crapiue 3 jet u B3pocibix: Hytpusn Crangapr,
Hytpusn Ummyn (Hytputek, Poccust), Hytpu-
30H (Hytpurws, INomnanmus), Knmunytpen (He-
crne, [Beinapust), MDmunk Kmuuaunut (Jlet-
pe ne Kpaon, ®@paniust), bepmamun Momyssp
(bepmuu-Xemu, I'epmanus), Mzokan (Mun
Jlxoncon, CIITA)

OHTEpalbHOE  JIOMOJIHUTENb-
HOE NHUTaHME JJIS JeTel cTap-
e 3 jeT, HoyHas TMIepaiu-
MEHTaIHs

CMmecu Ha oOc-
HOBE THJIPO-
n3oirsra oenka

Xymana-O I'A (Xymana, ['epmanus), Hyt-
punon-Ilentu CTL (Hyrtpuuus, Iomnan-
mus), [Iperectumunn (Mun Ixoncon, CILIA),
Anwdape (Hectne, Betinapust)

3aMeHa TPYAHOTO MOJIOKA U
JIOTIOJIHUTEIbHOE TUTAaHUE Y
JIeTe ¢ BBIPAKECHHOU HYTpPH-
TUBHOM HEIOCTAaTOYHOCTBIO U
CHUHIPOMOM MasibaOCOpOIIHH,

SHTEpajbHOE MHUTAHUE IS
6osiee crapmux 00nbHBIX KD
Hytpusn Onementans (Hytputek, Poccus),[DHTepanbHoe W JOMOJHU-

[Tenrramen FOumop (Hectne, [IBeiimapus)

TEJIbHOE NHUTaHUE Ui JeTei
crapuie | roma, Ho4Has rure-
paJluMEeHTaLUs

Monounsle Hyrtpumeiik, Hytpuapunk (Hyrpunms, ['on-|[lononHurensHOe  BBICOKOKA-
KOKTEHIIN TIAHH) JIOPUHHOE TUTaHWE Ui ACTel
crapmie 3 yeT (TMPUHUMAETCS
MEXIy MpUeMaMH OCHOBHOM
TIUIITH)
[Tomumepsl [Tomukan (Hytpumus, [omnangus), Monay-|{[lo6aBienne B cMecu WU
rmoko3sl  (mmo-|kan (Mun Jxoncon, CIIIA) Omona I yBEIMUYEHUS Kajo-
POLIKH) paka 3a CYeT YIJIEBOJHOIO
KOMIIOHEHTa Yy JETeil rpyJHOro
Y paHHEro BO3pacTa
Oxonuanue maoba. 2
I'pynna Ha3panue npoaykra IIpumeHeHue
Haceimennsie  |Fortijuice (HyTpumus, [omnanmus) JIOMOTHUTENBHBIA ~ MCTOYHUK
(bpyKTOBBIE CO- YIJIEBOJOB, BUTAMUHOB JUIs
KU nereit crapuie 1 roma
Macna, coxnep-MCT-monyne bepnamun Monynsap (bep-|lononHUTENnbHBIH ~ MCTOYHUK
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xkamue — cpen-|muH-XeMuAl, T'epmanust), MCT oil (Muna|kanopuii 3a cdeT cpeaHeremno-
Henenoyeunsle |JlxoHcon, CIIIA) YEYHBIX TPUTIUIEPUIOB (II0-
TPUTITUICPUIIBI OaBnsieTcss B cMecH W Ouona

MPU HEBO3MOXXHOCTH KOMIICH-
CHUPOBATh CTEATOPEIO)

Bwmecre ¢ Tem He cienyer HazHauaTh 0€3 0CO00M HEOOXOIUMOCTU KOM-
MepYecKHe MUIIEBbIE T00aBKU. ITOMY €CTh HMPUYMHBI: OHU MOTYT MOAABISATH
anmneTUuT y NalMeHTa MPU €ro BO3BPAICHUU K OOBIYHOMY PAIlMOHY U HMEIOT
BBICOKYIO CTOMMOCTb.

JlueTomornueckre peKoOMEHAAIMU 0 BeleHU0 00apHbIX K@ B 3aBuCH-
MOCTH OT UX (PU3HYECKOI0 CTaTyca MpeCTaBlIeHbI B Ta0. 3.

Tabauya 3

JAueTosioruyecKue peKoOMeHIaliH 10 BeleHUI0 nauueHToB ¢ K@ B 3aBMCHUMOCTH OT HUX
¢puznueckoro craryca (M. Sinaasappel et al., 2002)

Pexomenpanuu Bospacrt

mJaauie 2 Jier 2-18 aer crapiue 18 ger

HopmanbsHoe nutanue;

popUITAKTHIECKOE
KOHCYJIbTUPOBAHUE

MPH = 90-110%

MPH =90-110 %

UMT = 18,5-25 kr/m*

Pemienue Bompoca o
Ha3HAa4YCHUU CIIC -
aJbHBIX CMeceil

JIro0oe cHmxeHne
TCMIIOB yBeJ’II/I‘Ie-
HHS MAaccChl Tela

MPU = 85-89 %, nnu
noTepsi B Bece B IIO-
ciiegune 4—6 MecsIeB,
WIM IUIATO Beca Ooiiee
6 MecsIeB

UMT < 18,5 KI/M® Win
5%-Has noTteps B Bece
3a Mepuos A0 2 Mecs-
1():]

ArpeccuBHOE NMHUTaHUE!
4yepe3  Ha30racTpalb-
HbId 30HJI W TacTpo-
CTOMY; IapeHTepallb-
HO€E NMUTaHUE

HeBo3M0XHOCTH

YIAY4YIIUTh HYTpPH-
TUBHBIA CTaTyC Ha
done IIOTIOJIHU-
TEIHLHOI'O JHTE-

MPU < 85 % wmm
CHIDKEHHME Beca HIDKE
2-T0 TEepUEHTWIs Ha
(hoHE TOTIOJIHUTEITBLHO-
r0 JHTEPATBHOTO IH-

UMT < 18,5 Kr/M* Wi
CHIDKCHHE MacChl Tena
> 5 % 3a mepuopg 1o
2 MecSIIEB

PAJIBHOT'O IMUTAHWUSA |TaHUA

Tepanus 3K30KPUHHOM HEJOCTATOYHOCTH NMOMKEJTYAOYHOU KeJe3bl.
Cunnpom manbabcopoumn y namueHTo ¢ KO ycnenHo eunTces maHkpeaTuie-
CKUMH (pepMeHTaMu B (hopmMe MUKpochep Wi MUKPOTa0IETOK, HOKPBIThIX pH-
JyBCTBUTEIHHOU 000JIOUYKOM M TIOMEIIEHHBIX B JKeJaTHHOBKIE Karcybl (Kpeos,
[Tanuutpat, Ilankpeasa). pH-uyBcTBUTENIBHAST 000JI0YKAa PACTBOPSIETCS TOJIBKO
B ILIEJIOYHOM cpejie JBEHAUATUIIEPCTHON KUIIKH, YTO MPEJOTBPAILIAET pa3py-
nmeHue (pepMeHTOB B KUCION cpeiae kenyaka. OObIMHO cTapToBas 103a Qep-
MeHTOB cocTaBiigieT 3000-5000 E/] nunassl Ha 1 KT Macchl Tena B CyTKH, 3aTEM
7103y HEOOXOAMMO NOI0UpPaTh UHIUBUIYAIBHO U KOPPEKTUPOBATH B 3aBUCUMO-
CTH OT KOJIMYECTBA MOTPEOIIEMBIX )KHPOB.

Hetsam rpyaHoro Bo3pacta pekomeHayercst okoio 2500-3300 EJI muxpo-
chepudeckux MaHKpeaTHdeckux ¢epmeHToB Ha 120 Ma moioka (MOJIOYHOM
cMecHu), yto npumepHo paBHo 400—800 EJ[ nunassl Ha T kupa B nutaHuu. Jle-
Tam crapiie 1 roga seodxogumo 2000-6000 EJI/kr B CyTKH, YTO PaBHOIIEHHO
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5004000 EJI nuna3sl Ha T XKUpa B ChEAAEMOU INHILE, a4 TAKXKE HAa3HAYAETCS
500-1000 EJl/xr Ha ocHoBHO#M mpueM numu u 250-500 EJI/kr Ha momnonaHu-
TEJIbHBIN MTPUEM IHIIIH.

Jo3s1 Beiie 3000 EJI/xr B exy unu 10 000 EJI/kr B cyTKu TOBOpSIT O He-
o0xonumocTu aononHutensHoro oocnenoBanus KKT y 6onpnoro K.

Ho3b1 Beime 6000 EJI/kr B eny unu 18 00020 000 EJI/kr B cyTKH yrpo-
KaeMbl 110 Pa3BUTHUIO KpaillHE PEAKOro, HO IPO3HOTO OCJIOKHEHUSI — CTPUKTY-
PBI TOJICTOTO KUIIIEUHUKA.

OO0 onTHUMaIbHOCTH JI03bI CYAST MO HOPMAaJIU3aIliU YacTOTHI CTYyJa, XO-
poiiell mpubaBKe B BECE M POCTE, OTCYTCTBUIO YBEIIMUYEHHUS >KUBOTA, UCYE3HO-
BEHUIO B Kajie xupa. BaxkHO MIOMHUTH, UTO MaHKpeaTuuecKas HeJOCTATOUHOCTh
HUKOIa HE MOAJIAeTCs MOJTHOM KOPPEKIMH, IO3TOMY CTEaTopes y 3TOi Karero-
pUU TALMEHTOB, KaK MPaBWJIO, MPEBBIIIAET HOPMATUBHBINA MOKa3aTenab. Heoo-
XOJIUMO CTPEMHUThLCSA K TOMY, 4TOOBI A03a junassl Obuta HUxke 10 000 EJI/xr B
CYTKHU.

Bpau gomxeH KOHTpOIUPOBATh MPABWIBHOCTH MpUEMa MaleHToM dep-
MeHTOB. X criemyeT mpuHUMATh B KaXKIbIM MpHUeM MUIIM WIK NpU yrnoTpeose-
HUU J100aBOK, cojepkaiux *upbl. Karncysiasl He00X0UMO MPOriaThiBaTh LEIH-
KoM. JleTsM paHHEro Bo3pacTa M3BJICUYEHHBIE U3 KarlCyjbl MUKpOC(hEpbl HEIb3s
pa3aBiMBaTh, CMENIMBATh CO Bcel mumieil. X pekomenayercs cMmemarb ¢ He-
OOJBIIMM KOJMYECTBOM €JIbI MJIM BOJBI M HE3aMEJIUTEIHHO MPUHATH U3 JIOKKU
OJIHUM TJIOTKOM. MyJIbTUSH3UMBI JIy4llle IPUHUMATh B Hauase (II0JIOBUHY JO3bI)
U B C€peIMHE KOPMJIIEHUS (BTOPYIO MOJIOBUHY ).

[Tpu wenmocratounom 3ddexte 00bruHBIX 103 (hepmentoB (3000 EJl/xr B
eny win 10 000 EJl/kr B cyTku) ciemyeT UCKIIOYHTH JAKTa3HYI HEJOCTaTOY-
HOCTb, IIEIMAKHIO, XOJIECTa3, Tapa3uTapHbIe 3a00JICBaHNS, KUIIICYHBIC WH(EKIINH.
OtcytcTBre 2 dekTa MOKET ObITh CBS3aHO C MOBBIIIEHHOW KUCIOTHOCTBIO CPEIb
JIBEHA/IIATUIIEPCTHON KUIIKUA. DTO JUKTYET HEOOXOIUMOCTh JUIUTEIBHOIO IMPH-
MEHEHUSI MHTUOMTOPOB CEKPEIMH KEITYJOYHOTO COKa. JTO aHTAaroHUCThl H-
peLenTopoB (PaHUTUAMH — & MI/KTI' B CYyTKM B 2 MpueMa BHYTPb, CyTOUHAs JIO-
3a— 10 150 mr; pamoTuauH — 4 MI/KT B CYTKH B 2 TIpUeMa BHYTpPb, CyTOYHAS
n03a — 110 80 MI') WJIM UHTHOUTOPHI TPOTOHHOU MOMITEI (OMerpa3oil — 1 MI/KT B
CYTKH B OJIUH IIPUEM BHYTpPb, CyTOUHas 1032 — 10 20 Mr).

3amecTuTeIbHA BUTAMHHOTepanusa. BceMm manueHTaMm ¢ maHKpeaTu-
YECKOW HEIOCTaTOYHOCTHIO JIOJKHBI HA3HAYATHCS KUPOPACTBOPUMBIE BUTAMH-
uel (A, E, [, K). Ux HeobxoaumMo npuHUMAaTh OJHOBPEMEHHO C MUIIEH, Tpe-
Oyromied mnpuema maHkpeatuueckux (epmentoB. Buramun E o0si3aTtenbHO
JIOJDKHBL TIosTy4yaTh Bce OosbHbie K®. Buramun B, HazHauaeTcs maiueHTtam,
KOTOPBIM MPOU3BEACHA PE3EKIIMS yyacTKa KUIIKU. B Tabn. 4 mpuBoasATCs 4036,
MO3BOJISIFONIME TOCTUYb HOPMAJIbHBIX TUIA3MEHHBIX KOHIIEHTPAIMi BUTAMHUHOB
0e3 TokcuyecKux 3P(HeKToB.

Tabnuya 4
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PexoMenayemble 10361 BATAMMHOB H 0eTa-KapOTHHA /51 00J1bHBIX MYKOBHCIUI030M
(M. Sinaasappel et al., 2002)

Buramu- BoabHble MYKOBHUCHH/T030M, KOTOPBIM I10- I[03]>l
HbI Ka3aHbl BUTAMHUHBI
A Bce ¢ nankpearnueckoit Henocrarou-  (4000-10 000 ME* B cyTku
HOCTBIO
b Bce ¢ mankpearnueckoit nenocrarou- (400-2000 ME** B cyTku, B 3aBUCHMO-
HOCTBIO CTH OT KOHIIEHTPAIIUH B CHIBOPOTKE
0— 6 mecsiLeB 25 ME*** B cyTkn
6—12 MmecsiieB 50 ME*** B cyTku
E 1-4 ronma 100 ME*** B cyTku
4-10 net 100-200 ME*** B cyTku
> 10 ner 200400 ME*** B cyTku
K Bce ¢ mankpeatnueckoit Henoctatou- |Ot 1 mr B cyTku 10 10 Mr B Hezelnto;
HOCTBIO IIPU NATOJIOTMH [IEYEHH 10 Mr B CYTKHU
bera- Bce ¢ mankpearnueckoit Henocrarou-  |0,5—1 Mr/kr B cyTku, MakcumyM 50 mr B
KApOTUH _|HOCTBIO CYTKH
By, Bonpable, y koTopsix TecT [mmmuara  |100 Mkr B/M B MecsI]
<45 % nociie Pe3eKINU NOIB3A0IIHON

*Buramun A : ME x 0,3 = mkr; **Buramun /[ : ME / 40 = mkr; ***Butamus E : ME / 1,49 = mr.
3aMecTUTeIbHAS Tepanuss MHUHEPAJaMH M MHKPOJdJeMeHTaMH. 3a-
MECTHUTEJIbHAsI TepaIusi HATPUEM U XJIOpUJIaMH TpeOyeTcs npu PU3NIECKUX Ha-
rpy3Kax B YCIOBHUSX KapKOro KiIUMarta, Mpu JIMXOopaaKe, NoJudeKkaiuu, JeTsIMm,
HaXOoJAIMUMCA Ha TPYAHOM BCKAPMIIMBAHHWU B YCIIOBUAX BBICOKOH TCMIICPATYypPhbL
Oprmammeﬁ cpeabl UIIN MOBBIIIIEHHOU MOoTCpHU BOABLI BCJICACTBHC THIICPTCP-
MUH, YCUIICHHOT'O ITIOTOOTACIICHUA UIIKN TAXHUIIHOC. MunuMaibHbIe HOTpC6HOCTI/I

yKa3aHbl B Ta01. 5.
Tabnuya 5

MuHuMaIbHBIE CYyTOYHbIE NOTPEOHOCTH B HATPHH, XJIOpe U KaJIUHU, MI
(M. Sinaasappele et al., 2002)

Bospact Hatpwuii Xaop Kanwuii
Munanme 1 roga 120-200 180-300 500-700
Crapuie 1 rona 225-500 350-750 1000-2000

Bce nmanuentsl ¢ K@ HyxaaroTcs B IepopaibHOM IMPUEME KaJblLUsl MIPU
ero neduiuTe B MUTaHUH.

[Ipy pnuTenbHOM JI€YEHUH AMUHOIVIMKO3WJIAMH U THUIOTPO(PHUU MOXKET
OTPeOOBATHCS JOTOJIHUTEIHFHOE BBEICHUE MarHusl.

[Ipu 3amepkke pocTa M TSHKEIIOW CTeaTOpee MOKa3aHa 3aMEeCTUTENIbHAs
tepanus 1UHKOM. [Ipu nedunmre B opraHu3Me keiie3a MpoOBOIUTCS dheppoTe-
panusi.

Tepanus nopa:kenus nedyenu. [lanuentam ¢ renaroMeraivei, CUHIPO-
MOM XoJiecTaza, puOpo30oM WM MUPPO30OM IMEUEHU HA3HAYACTCS YPCOMCOKCH-
xoJieBas kuciora B jno3e 20-30 mr/kr B cyTku | pa3 B JeHb (IE€pes CHOM)
BHYTpb. OHA CIOCOOHA BHITECHATH TOKCUYHBIC JIUMOPUIBHBIE KEITYHbIE KUCIIO-
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Thl U3 BHYTPUIIEUEHOYHOU LUPKYJISIUH, OKa3bIBaTh LIUTONPOTEKTUBHBIA U UM-
MYHOMOYJIUPYIOUIUH 3P deKT, O1aronpusTHO BIUATh Ha YPOBHU MEYEHOUHBIX
dbepmentoB. [Ipenapar obnanaer BhIpa)KEHHBIM aHTUOKCUAAHTHBIM 3 PerToM,
XOJIEPETHUECKUM U MEMOPAHOCTAOMIM3UPYIOIIHUM JIEHCTBHEM.

Jleuenue OpOHXO0JIErOYHBIX NPOosiBJeHUN. Kune3umepanusa BKIOYACT
B ce0s pa3IMuHbIE METOJIbI bIXaTeIbHON TMMHACTHKU U JpPEHaka OpOHXHAIIb-
HOTO JIepeBa, TMTUEHY BEPXHUX bIXaTEIbHBIX MyTeH, 00IIyto JieueOHyo (u3-
KYJbTYpPY, HHTAJISUOHHYIO T€PANuio, PU3NYECKYIO U CHOPTUBHYIO aKTUBHOCTD
nanuenTa. UHauBuayaibHO 1Mog00paHHble KOMIIOHEHTH U JO3UpOBaHue (Ju-
TEJIBHOCTh U YMCJIO CEAHCOB TE€PAIlMU B CYTKH) BapbUPYIOTCS B 3aBUCUMOCTH OT
KJIIMHWYECKOI'0 CTaTyca NMalMeHTOB, UX BO3pacTa, o0pa3a *U3HH U NEePCOHAb-
HBIX MPEANOYTEHUH B OTHOILIEHUH KaueCcTBa TEPANNH U KOMIUIAEHTHOCTH K HEM.
[Tpu obocTpeHuu nedeHne MokeT ObITh 00Jiee MHTEHCUBHBIM U PAaCUIMPEHHBIM
B CpaBHEHUHU C Oa3UCHOM MOAAEpX UBAKOIIECH KUHe3uTepanued. Baxno nop-
YEepKHYTh, UTO KMHE3UTEpanus odecrneunBaeTr 3PHEeKTUBHOCTh METUKAMEHTO3-
HOTO JICYEHHS] U HE TpeOyeT JOIMOIHUTENbHBIX (PMHAHCOBBIX BIIOKEHUH, YTO
OYEHb Ba)XKHO KaK JJI1 CEMbH, TaKk M oOuiecTBa B 1eiaoM. KiroueBoe 3HaueHue
npuoOpeTaeT HeMpephIBHOE 00YyUEHUE MAIMEHTa U YWICHOB €r0 CEMBH.

IIpasuna nposeodenus Kunezumepanuu:

1. Yuactue HocoBoro apixanus. [lepen 3aHsiTueM cienyeT O0CBOOOIUTH
BEPXHUE JIbIXATEJbHBIE MYTH OT CJIM3H, BOCCTAHOBUTH HOCOBOE JIbIXaHHE: IPO-
MBITh HOC PACTBOPOM MOPCKOW COJIM C MOMOUIBIO «HA3aJbHOTO AyLIay, THIa-
TEJIbHO BBICMOPKAThCS (€xeqHEeBHO 1-2 pa3a B cyTkH). Eciiu numeeTcs oTek ciu-
3MCTOM HOCA, TO MepeJl 3aHITHEM HEOOXOJIMMO MHCTHUJIMPOBATH B HOCOBBIE XO-
JIbl COCYIOCY>KMBAIOLIUE MPEMapPaTHI.

2. JpoOHoe, nmo ogHoMy riotKy, mutbe 100—200 mi BoAbI B T€UEHHUE 3a-
Hatus. He pekomenayrores coku, daid, kode, mosioko. HecobJ1ioaeHue BoaHO-
ro pe:KMMa siBJIsieTCsl CAaMOM 4acTOM NPAKTHYECKOH OLIUOKOM.

3. CoOurofeHre MpaBUIILHON MOCJIEAOBATEILHOCTH STAloOB MO TOATO-
TOBKE U MPOBEJACHUIO 3aHATUSI KUHE3UTEPANlU U MPABUIbHBII MEIUKAMEHTO3-
HBII PEXUM: UHTAJAIMSA OpOoHXOJUTHKA (Oepoayan wiH calbOyTamon) 3a 3—5
MUHYT /10 HayaJla KHHE3UTEPAuu JUIsl CHATHUSI UMErolerocst OpoHxocnasma uiu
npoduiiakTUKU OpOHXOCIa3Ma, WHIYIIUPOBAHHOTO (HU3UYECKON Harpy3kou —
UHTAISAIUS MYKOJTUTHKA ((PU3MOTOTHYECKUN WM THIEPTOHUYECKUH DPACTBOP
HaTpUs XJOpuaa, aMOPOKCOJI, alleTWILHMCTENH,) U1 Pa3KMKEHUS MOKPOTHI U
OoJiee JerKor 3BaKyaluuu ee BO BpeMs 3aHATHus (8—10 MUHYT) — HemocpencT-
BEHHOE IIPOBEICHHE KOMILUIEKCA JbIXaTEeNIbHBIX YIPAXKHEHUN C MAaKCHMaJIbHBIM
YAAJIEHUEM MOKPOTBI W3 JIBIXATEJbHBIX MyTEH — WHTAALMS pacTBOpa aHTH-
OnoTHKa (Ha3HAayaeTcsl MO MOKa3aHUsIM) — UHTAIAIUS KOPTUKOCTEpOUa Yepes
30 MUHYT (Ha3HAYAETCS MO MTOKA3aHUSIM).

K naunbonee >ppeKkTUBHBIM METO/JaM KHWHE3UTEpanuu OTHOCSTCS YIpax-
HEHUSl «CaHTUMETp», (arrep-tepanus, PEP-Tepanus, npeHakHble MOJIOXKEHUS
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TeJa, ayTOTEHHBIN JpeHaX, aKTUBHBINA ITUKJT IbIXaHUs, Kiondmaccax, xaddunr,
3aHITUS HA THMHACTUYECKUX MS4Yax U MHUHHU-0ATyTe, TPEHUPOBOUYHBIE YITpakKHE-
HUS, WHTQSIIIMOHHASI PEeCUPATOPHAsl TEXHUKA, JIbIXaTeJbHbIE UTPHI, YIIpakKHe-
HUS Ha pacciiabieHne U KOPPEKLUIO TPYAHOM KIETKH, TOJABUKHBIE UTPBHI.

[TarmenTtsl ¢ KO mMoryt akTMBHO 3aHMMAaThes criopToM. Ho psia ero Bu-
10B (KOHbKH, TsDKeNas aTieTnka, pyr0oi, Xokkei, O0KC, IPHKKU B BOJY, Per-
ou, 310710, 0ackeT00JI, MOTOCIIOPT) 3aMlpEIlEeH B CBSI3U C OMACHOCTHIO MOBBI-
LICHHOM TpaBMaTU3alWH, CIECICTBUEM KOTOPOU SABJISETCA JIUTEIbHBIA IEPUO]
orpaHuyeHusi (HU3NYECKON aKTUBHOCTH, YTO KpalHE HEOJaronpusTHO CKa3bl-
BaeTcs Ha JApeHaxHou (yHkiuu serkux. Jms 6onpHbix KO pekomeHayroTcs
TaKue BUJbI CIIOPTA, KaK IIJIaBaHUE, OEr, €3/1a Ha BEJIOCUIIENIE, JIbIKHU, OaIMHUH-
TOH, OOJIBIIION W Majblii TEHHHC, BEPXOBas €37a, yIIy, iora, Bojei0o, Toiabd,
TYpHU3M.

Mykonumuueckaa mepanus. [lpuMeHeHre MYKOJIUTHKOB HaIpaBiIeHO
Ha pa3KIKeHHe OPOHXMAIBHOTO CEKpeTa U nojjepkaHue 3PpQPeKTuBHOro 04u-
HIeHUs] OPOHXHAJIBHOTO JIepeBa OT MOKPOTHI. [Ipumensitores:

— N-anermnuucrens B go3e 30 MI/KT B CYTKH B 2—3 MpueMa BHYTPb WIH
2—-5%-nbIii pacTBOp — 8—10 M Ha MHramALMIO 2 pa3a B CyTKA. ALETWILHCTE-
UH HE TOJBKO 00JIa]aeT MYKOJIUTUYECKUM JIEUCTBHEM, HO U SIBJISIETCA aHTHOK-
CUIAHTOM;

— aMOpOKCOJ TUAPOXIOPUA — 1—2 MI/KT B CyTKH B 2—3 mpuemMa BHYTPb,
3—5 MI/KT B CyTKM BHYTPUBEHHO, 1—2 MIJI pacTBOpa Ha MHTAJSIUIO 2 pa3a B Cy-
TKH (OeTsM A0 6 JeT); 2 MJI pacTBOpa Ha MHTAISLUIO 2 pa3a B CyTKH (AeTIM
ctapiie 6 JerT);

— u30TOHMYECKU# pactBop HaTpus xyopuna (0,9%-Hbl1il) — no 2-3 M
Ha OJIHY MHTAJALMIO 2 pa3a B JIEHb;

~ TUINEPTOHUYECKUH pacTBOp HaTpus xjopuna (4%-Hbiil) — mo 2—3 miu
Ha OJIHY MHTAJSIUIO 2 pa3a B JIeHb (Mepe] Ha3HAYeHHEeM HEOOXOIUMO MpOBe-
puTh pebeHKa Ha npeaMeT Oponxocmnasma); JlopHasza ansda — 2,5 mr (1 ammy-
Jla) Ha UHTAJSIIUIO 1 pa3 B CyTKH 4epes JIeHb.

bponxonumuueckan mepanua. JIns cHATHS UMeErOIIerocs OpoHxocmas-
Ma WU NPOPUIAKTUKH OpOHXOCMa3Ma, WHIYIHUPOBAHHOIO (U3MYECKOW Ha-
IPYy3KOH, TMPUMEHSIOTCS OpOHXOAMIATaTOPhl (calbOyTaMoa win Oepojayan) ¢
MOMOIIBIO TO3UPOBAHHBIX a3PO30JIbHBIX MHTAJSTOPOB WK HeOynan3zepoB. [lpu
COXpaHEHUU OpPOHXHAIBHOW OOCTPYKIIMU Ha (POHE MPUMEHEHHUS CPEIHUX 103
WHTQISIIMOHHBIX CTEPOUJIOB MOTYT OBITh Ha3HA4YEHBI MPOJIOHTUPOBAHHBIC [3,-
aroHUCTHI (CATbMETEPOIT) IO CXEME JICUCHHS] OPOHXUATTLHON aCTMBL.

Anmubakmepuanvnana mepanus. llpuMeHeHne aHTHOAKTEpUATIbHBIX
CPEIICTB OCTACTCSI OJHUM M3 OCHOBHBIX COCTABJISIFOIINX JieueHUst 00JIbHBIX KD,
B CBS3M C YEM 0CO00€ 3HAUYECHHE MMEET pallMOHAaJIbHAs aHTUOAKTEepUalIbHAas Te-
panusi, OCHOBHbIE TPUHIIUIIBI KOTOPOW CBOJATCS K CIAEAYIOIIEMY:
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1. TIpoBoauTCST GAKTEPUOJIOTHMUECKOE HCCIIEJOBAHUE MOKPOTHI C MpHUMeE-
HEHUEM aHTUOMOTHKOTPaMMBI /10 Havyalla aHTUOAKTEpUaIbHOU Tepanuu.

2. Ilpu OTCYTCTBHM JTaHHBIX OAKTEPUOJIOTHYECKOTO UCCIEIOBaHUS JieUe-
HUE HAYMHAIOT C Ha3HAYEHUS aHTUOMOTHKOB, Y()P(PEKTUBHBIX MO OTHOIIECHUIO K
MUKpOOpraHu3MaM, HauOoJiee YacTo BBIJICISIEMbIM Y MalUEHTA.

3. AHrtuOakTepuangbHas Tepanusi Ha3HauyaeTcsd HEe3aBUCHUMO OT HaJIU4us
WM OTCYTCTBUS KJIMHUYECKUX CUMIITOMOB OOOCTpPEHUS, €CIM U3 HIKHHMX JIbI-
XaTeJIbHBIX MyTeH BbICEMBAIOTCS 30JI0TUCTHIN CTAPUIOKOKK, TeMO(pUiIbHAS WIH
CHHETHOMHAS MAJIOYKH B AHATHOCTHYECKOM THTpe (B Mokpore — 10°, GpoH-
XOCMBIBE — 104).

4. Tlpu BoiceBe (ophl (KpOME CUHETHOWHOW MaJIOYKU) HE B IUATHOCTHU-
YECKOM TUTpPE aHTHOAKTepuaabHasl TEpanusl NPOBOJUTCS TOJBKO MPU HAIHYUU
KJIIMHUYECKUX CUMIITOMOB 00OCTpEHHsI OPOHXOJIETOYHOIO MpoIiecca.

5. Ilpu BeIOOpe aHTHOAKTEPUATIBLHOTO CPEJICTBA UCXOMST U3 JAHHBIX aH-
TUOMOTHKOTPaMMbI, BbIOMpAas JIEKAPCTBEHHOE CPEJICTBO, Hanbosee 3(pPpexTuB-
HOE (MaKCcUMaJlbHasi YyBCTBUTEIbHOCTH), TOCTYITHOE, MEHEE JIOPOroCTosLIEe, a
TaK)K€ HE MCIOJIb30BABIIEECS B HETABHEM MPOIILIOM.

6. M3-3a yckopeHus mMeTaboau3Ma JIEKapCTBEHHBIX CPEJCTB B MEYEHU U
yBEJIMYEHHs TIoueyHoro kiaupeHca OonbHoMy K@ tpebyrorcsi Gosbliue A03bI
aHTUOMOTHKOB NPHU Kypce He MeHee 14 nHel.

7. BpiOOp OnTUMAaNbHOrO MyTH BBEACHUS aHTHOMOTHKA 3aBHCHUT OT €ro
OMOYCBOSIEMOCTH, 0COOCHHOCTEH MHGEKIIMOHHOTO MpoIlecca, BO3pacTa MalreH-
Ta. M3 mapeHTepalbHbIX NyTEH JIy4ylle BCEro NPUEMIIEM BHYTPUBEHHBIM, KaK
MEHee TPaBMaTUUHBINA U 0oJee 3P (HEKTUBHBII.

8. MHransumoHHas aHTHUOAKTepUaabHasl Tepars MOKET HUCIOJIb30BaAThCS
KaK JOMOJHEHUE K CUCTEMHOMY BBEJIECHHUIO AHTHOMOTHMKOB, a UHTAJISALUNA AMM-
HOTJIMKO3HJI0B — KakK aJlbTEepPHATHBA BHYTPUBEHHOMY HAa3HAYEHUIO.

Ilpu OPBH wapsily ¢ aHTHUBUPYCHBIMHU TpernapatamMHu 00s3aTesIbHO Ha-
3HAYarTCs] aHTUOUOTUKHU C MPOPUIAKTHUECKOHN 11eJIbl0. JIeueHne HaYyuHaKT ¢
JIEKapCTBEHHBIX CPEACTB, 3P(HEKTUBHBIX MO OTHOIICHUIO K MUKPOOpPTaHU3MaM,
HamOoJIee YacTo BbIACIAEMbIM y MallMeHTA.

H. influenzae yyBcTBUTENbHA K aMOKCULIMJUIMHY, €llle Oojiee — K 3allu-
IICHHBIM MEHUIWIJIMHAM, B YACTHOCTH K ayTMEHTHHY, a Takke K uedanocmno-
puHaMm 2—3-ro nokoneHuil. [lokazanuem i nepuKcuMa SIBISETCS BbIICICHUE
H. influenzae B MOHOKYIIbTYpE, T. K. OH HE UMEET AaHTHUCTAPUIOKOKKOBOM aK-
TUBHOCTH. [Ipuemiemoil anbTepHaTUBON MOMKET ObITh MAKPOIH] (KIAPUTPOMHU-
LMH, a3uTpoMuluH). [IpernapaTel BBOAATCS NEPOpPaIbHO WM MMAPEHTEPAIBHO B
3aBUCHUMOCTH OT TshkecTH mporecca. Kype neuenuns — 10—14 ngueit. Ilpu otcyT-
cTtBUM 3(PdekTa OT MepBoro Kypca aHTUOMOTUKOB HAa3HAYAETCs BTOPOMl C BHYT-
PUBEHHBIM BBEJICHHEM.

Staphilococcus aureus. AHTUOAKTEpUaTbHAS TEPANUs OTIMYACTCS PSIIOM
0COOEHHOCTEH:
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1. Ona He Ha3HAYaeTCs B HAYAJILHOM aCUMITOMAaTHYECKOU (pa3e KOJIOHU-
3anmu UHGEKIMU (Koraa S. aureus BbIAENSAETCS HE B IMATHOCTUYECKOM THUTPE
Ha (hOHE OTCYTCTBUSI KIIMHUYECKUX CUMIITOMOB).

2. IlpomOmKUTENbHOCTh JIEYEHUSI NPH OCTPOM CTa(PUIOKOKKOBOM WH-
dexuun uim 000CTPEeHUN XPOHUUECKO — He MeHee 14 HeH.

3. Yaie npuMeHsIOTCS aHTUCTA()UIOKOKKOBBIE OpaJIbHbIE aHTUOMOTHKHU
(pykIIOKCAMIIIINH, OKCAllWJIMH, ayTMEHTHUH, 1e(daiocnopuHbl 1-2-ro moko-
JICHUH, a3UTPOMHUIIMH, (PY3UINH KIMHIAMHAIIMH U JJaXKe puGamMIuImH).

4. Ilpu TsKENOM CTEeNEeHU TSXKECTU MPUMEHSIOTCS BHYTpUBEHHO 1-2 mpe-
napara:

— nedanocnopussl | MokoneHus + aMUHOTITMKO3U/BI;

— TIOJyCUHTETUYECKUE NEHUIIMIUIMHBI + aMUHOTJIUKO3UBL;

— pudamMnuuuH + KIWHIAMUIUH;

— pudaMnuuyH + KOTPUMOKCA30T;

— THEHaM (KakK pe3epBHbBIA aHTUONOTHK).

5.1lpu MHQUIMPOBAHUM METULUUUIMHPE3UCTEHTHBIM CTA(PUIOKOKKOM
npenapaTaM BbIOOpa CTAHOBSITCS: BAHKOMUIIMH JUOO0 €ro KOMOWHAIIUS C aMHU-
HOTJIUKO3HUIaMH, pUDAMITUIITHOM W TEHKOIJIAHUHOM; JIMHE30JIU/l, Qy3UIMH B
KOMOMHAIUU ¢ pupaMIUIUHOM. TEeHKOIJIaHUH — 3TO OCOOEHHO AO0pOroe Jje-
KapCTBEHHOE CPENICTBO, 3aTO HE TOKCUYHOE.

6. Jleuenne xpoHuueckol MHGPEKUHUH MPOBOAUTCSA B TOM Cllydae, KOrja
KOJIOHM3AIUs S. aureus COMPOBOXKIAETCA MPOTPECCUPYIOMHUMH KIMHUYECKUMU
nposBICHUSIMU. JJI1 TOJIaBIEHUs MOCTOSIHHO TEKYLIEro MH(PEKIMOHHOTO IMpo-
ecca CpeAHEN TSKECTH PEKOMEHAYETCS MOJJEPKUBAIOLIAsl Tepanus: LIUKIIbI
aHTUOMOTHKOB per os mo 14 gHeit kaxasie 2 mecsna. [Ipenaparamu BeiOOpa sB-
JSA0TCA (PIIYKJIOKCALMIIIMH, OKCAllMJUIMH, ayTMeHTUH. BMecte ¢ Tem ans 1iu-
TEJBHON MPOPUIAKTHKN He cjieayeT HUCNOJIb30BaTh LedalocnopuHbl, T. K.
OHM YCKOPSIOT KOJOHU3AIUI CUHEerHOWHON MHpexuuu. [Ipu Tsaxenon cre-
MIEHU XPOHUYECKOW OpOHXMANbHON MH(EKIMU Teparus MPOBOJUTCS C MpHUMe-
HEHUEM aHTUCTA(UIOKOKKOBBIX IMPENaparoB BHYTPUBEHHO KypcaMu IO
14 nHelt kaxapie 3 Mecdla B INIAHOBOM IMOPSIJIKE.

P. aeruginosa. 1oOUTbCst STUMUHALIANA STOTO BO30YIUTENS OYEHB CIIOXK-
HO, HO B psAJie CIIy4aeB BO3MOKHO. AHTHOAKTepUalbHas TEpamnusi CTPOUTCS Ha
OOIIMX MPUHLKIAX, U3JI0’KEHHBIX BbIIIE, HO UMEET PsiJl 0COOEHHOCTEH.

IlepBbie BbICEBbl MHUKPOOPraHm3aMa (CTagus HUHTEP-
MUTTHUPYIOIIEl KonoHU3anuu ). [lokazansl cienyromume MEpONIPUSATHS:

1. IlpodpunakTuyeckoe Ha3HAUYECHHWE AHTUOAKTEPUATBHBIX CPEACTB JAKE
P HU3KUX TUTpax BO30yAMUTENsE B MOKPOTE, HE3aBUCUMO OT TOr0, €CTh Yy
0O0JILHOTO CUMITTOMBI 000CTpEHUsI OPOHXOJIETOYHOTO IPOIIecca U HET.

2. Ilpu yMepeHHOM U TSKETOM 00OCTPEHHH OPOHXOJErOYHOTO IMpOoliec-
ca — BHYTPUBEHHBIA MyTh BBEACHUS JIByX aHTUOMOTHKOB B BBICOKHX J03aX B
TeueHue He MeHee 14 nueit (Hanbosee r3¢hpexTuBen).
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[TpuMeHstoTCS cOueTaHus MPOTUBOCHHETHOMHBIX aHTUOMOTHKOB — Kap0o-
MEHUIWUTMHOB (TUMEHTHH, TUKAPIWUIAH), YPEUIOTICHUITMUTHHOB (a3JIOIMJUIHH),
nedanocnopuHoB 3-ro nokojeHus (nedrazuaum, nedenuM, mnedornepazoH) — C
AMUHOTJIMKO3UAaMH (TEHTaMUIIMH, TOOpaMUIIMH, aMUKalliH). MOXHO codeTarhb
NOJMMHUKCHHBI ¢ aMUHOTJIMKO3UIaMU WM KOTpuMOKcazosioM. Lledenum mo -
(EeKTUBHOCTH COMOCTaBUM C LEPTa3UAUMOM U CYIIECTBEHHO HUXKE 110 CTOMMOCTH,
YeM MEepOHEeM. A3TpeoHaM MOKET ObITh aIbTEPHATUBOW aMUHOTIMKo3uIaM. [Ipu-
OpUTET OTIAETCs KOMOMHAIMH TIedTa3uauMa C AaMUKAITTHOM.

[Ipu oTCYTCTBHM KIMHUYECKUX MPU3HAKOB 00OCTPEHHS O€30TIaraTeabHo
HA3HAYaI0TCs IEPOpabHBIC MpenapaThl PTOPXUHOIOHOBOTO psiia (MUMPOQIOK-
CaIliH) W WHTAJSIUU KOJUCTUMETATa HATPHUsSl WM aMUHOTJIMKO3UIOB 2 pa3a B
JIeHb B BO3PACTHOM JO3UPOBKE Ha 3 Heaenu (Tadim. 6).

Tabnuya 6

Cxema aHTHOAKTEPUAJIBHON Tepanuu s NPoQUIAKTUKH Pa3BUTHS XPOHUYECKOH KO-
Jonuszanum P. aeruginosa

Yacrora BbIcEBa NHransiuum KoJIMCTHHA unpodJiok- IIponosku-
P. aeruginosa CAlMH per 0S, | TeJbHOCTHL Kyp-
MI/KT B CYTKH ca, HeACIH
1-ii BbICEB 1 min EJ] 2 paza B neHp 25-50 3
2-1i BBICEB 2 miH EJI 3 pasa B 1eHb 25-50 3
3-i BbICEB 32 6 MeCALEB 2 mua EJ1 3 pasa B nenb 25-50 12

OrcyrcTBHE BBICEBA B TEUEHUE
HECKOJIbKUX MECALEB y OOJIbHBIX,
paHee moJrydaBImuX BHYTpUBEHHO|2 mutH EJ] 3 pasa B neHb 25-50 3
KypChl NPOTHUBOCHUHETHOMHOWN Te-
panuu

[lo oxkoH4YaHMM Kypca aHTHOAKTEPUATIBHOTO JICYCHHUS OCYIIECTBIIACTCS
OAKTEpPHOJOTMYECKUI KOHTPOJIb MOKPOTHI. B cilyyae mOBTOPHOro BhICEBAa CH-
HErHOMHOW MAaJO4YKH MOKa3aH BTOPOM Kypce JI€YEHHs] HUOPO(IOKCALMHOM B
MpexXHeW 103e B coueTaHuu ¢ uHranauue xomuctuHa (2 maxn EJl 3 pasa B
JIeHb) B T€YEHHUE 3 Helelb ¢ KOHTPOJIEM MOKPOTHI IO OKOHYaHuM jedenus. [lpu
HEJIOCTATOYHOU d(PGHEKTUBHOCTU MUHTAIAIIMOHHON U MEepOpaTbHON Tepanuu mo-
Ka3aHa He3aMeJIMTeNIbHAs BHYTPUBEHHAsT aHTHOMOTUKOTEpANusi Ha MPOTSKE-
HUU 2 HeJeNb WIK NepopaibHble MpenapaThl (TOPXUHOJIOHOBOTO psija ¢ yde-
TOM YYBCTBUTEJIBHOCTH + WHTaASALUMU KOJHUCTUMETAaTa HAaTpUs WA aMUHOIJIU-
KO3HUJIOB B TeueHue 12 Heaeb.

Ecnu cuHerHonHas mnaimoyka HMCYe3aeT IOoCie MEPBOr0, BTOPOTO HWIIH
TPEThETO Kypca aHTUOAKTEPHAILHON TEepaIvu, B JaTbHEHIIIEM MIPOBOIUTCS MO-
HUTOPUHT OOJILHOTO M €ro MUKPO(IIOps! Kaxkabie 3 Mecsia. [Ipu aToM kaxapii
aMu307] BhIJeNeHHs P. aeruginosa TpakTyeTcsi Kak HadaibHas CTaaus TCEBIO-
MOHATHOW MH(EKIINH, U JICUCHHE MPOBOJAUTCS 10 BBIIIEONMUCAHHOM cxeme. Pan-
HSIS «arpecCUBHas» aHTHOAKTEpHUabHAs TEpanus, MPOBOIUMAs BCSIKUM pa3, KO-
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rJa B MOKPOTE BBISIBISICTCS CHUHETHOWHAs Majoyka, MO3BOJISIET 3HAYUTEIBHO
CHU3UTH YaCTOTY XpOHU3aNU HHDEKIUU Y 00JIbHBIX K.

Brinenenue u3 MOKpOTHI BO30OYIUTENS B 3 TIOCJIEIOBATEILHO BBIMOJIHEH-
HBIX OaKTEPHOJIOTHYECKUX HCCIETOBAHUIX CBUIETEILCTBYET O XPOHHU3AIUU
CUHETHOWHON WMH(EKIMH M YKa3blBaeT Ha HEOOXOIUMOCTH Iepexoaa Ha TMOJI-
JEPKUBAOIIYIO (CYMPECCUBHYIO) CXEMY aHTHOAKTEPUATILHOTO JICUEHUS.

XpoHuueckas KoJloHuzamnmusa P. aeruginosa awixaTenb-
HBIX nyTe#. [Ipu oTCyTCTBHM NMPU3HAKOB 00OCTpEeHUS 3a00JIeBaHuUs JIETKUX
MIPOBOJIUTCS TOJIEPKUBAIOIEe aHTHOAKTEpHAIbHOE JieueHue: 1ubo 3—4 kypca
BHYTPHUBEHHOU Tepanuu B roj (Mo 2—3 Henenu Kaxablie 3 Mecsla) 1ByMs aHTH-
OnoTukamu, JUOO JIeYeHWE aJeKBAaTHBIMH JI03aMH a’3pPO30JIbBHOTO KOJIUCTHUHA
€XEeIHEeBHO, TM00 MHTANSIM ToOpamuiimHa B qo3e 80—160 mr 2 pa3a B cyTKu
28-THEBHBIMU KypcaMH C 28-THEBHBIMU UHTEPBaJIaMHU.

OCHOBHOW pEeXUM AHTHOAKTEPHAJIBLHOIO Je4YeHHs, NMPUMEHSIEMOro
NPH XPOHNYECKOH CHHETHOMHO MH(pEeKIMHU, TPEAyCMATPUBAET 2-HEACTbHbBIN
KypC BHYTPUBEHHOM Tepanuu Kaxjsle 3 mecsiua BceM JeraMm ¢ KO npu nanu-
YUW Y HUX XPOHUYECKON KOJIOHU3ALMU CUHETHOMHOU MMAJIOYKHU.

[Ipumensiembie aHTUOUOTUKM (BBIOMPAIOTCA O JAHHBIM AHTUOMOTHKO-
IPaMMBbI BBICEBAEMOM Y OOJIBHOTO MUKPOQIIOPHI) CIICTYIONINE:

— TobOpamuniua — 10—12 Mr/Kr B cyTKH (70 TOCTUKEHHUS B CHIBOPOTKE
KpOBU KOHIeHTpanuu 1-2 Mxr/mun) + nedrazuaum — 150-200 mr/kr B cyTKu
BHYTPHUBEHHO, WK + 1edenrm — 150 Mr/Kr B CyTKH BHYTPUBEHHO, WU + Me-
porieaeM — 60—120 MI/KT B CyTKM BHYTPUBEHHO, WJIM + JIPyroil aHTUOMOTUK,
AKTUBHBIN IPOTUB CUHETHOMHOM ITAJIOYKU;

— KxonucTuH — 2—4 muH EJ B cyTKM winu Apyroi aHTUOMOTHK B WHra-
JALUSAX MOCTOSHHO BCEM JIETSAM C XPOHUYECKOW KOJIOHU3AIMEW CUHETHOWHOU
MaJOuKHU.

[Ipu kAMHUYECKOW HECTAOWUIBLHOCTH MOKA3aHO YBEIMYEHUE MPOIOJIKHU-
TEJIHLHOCTH KYypPCOB BHYTPUBEHHO aHTUOMOTHKOTEpAINUU A0 3 HENEIh W/WIHA CO-
KpalieHue WHTEPBAJIOB MEXKAY KypcaMyd W/WIW TpUEM [UIPOQIIOKCAITH-
Ha/o¢nokcanmHa — 20—40 MI/Kr B CyTKH BHYTPb MEXJy KypcaMu BHYTpPHUBEH-
HOI aHTHOAKTEpUAIbHON TEPAMHH.

YuuTeiBas BBICOKYK) CTOMMOCTH JIEUEHUS XPOHUYECKOW CHUHETHOWHOU
uH(}EeKInK, B HEKOTOPBIX IIEHTPaxX HAYMHAIOT MPOBEACHUE MPOPUIAKTHICCKUX
KypCOB aHTHOMOTHKOTEpANUU MPU MPOrPECCUPYIONIEM IMaJCHUU TOKa3aTeen
(yHKIIMY BHEIIIHETO JbIXaHMUS.

[Tpu o6oCcTpeHNH UCTIONB3YIOTCS KOMOMHAIIMY 2—3 TPy aHTUOMOTUKOB:
AMUHOTJIMKO3UAbl + NEHULIWUIMHBI C aHTUIICEBAOMOHAIHOW aKTUBHOCTBIO WUIIU
neasocrmopuHbl 3-T0 MOKOJICHHS JTU00 MENTHUIHbIE aHTUOMOTUKHU + (DTOPXUHO-
JIOHBI TIpU HeoOXxoaumocTh. KapbanmeHeMbl 1 MOHOOAKTaMbl OOBIYHO HMCIOJIb-

35



3YIOTCSl Kak pe3epB. JlokazaTenbCcTB 3P(HEeKTUBHOCTH HEOYIM3UPOBAHHBIX aHTH-
OMOTHKOB B Te€panuu 000CTPEHUM HE MOJTYYEHO.

Burkholderia cepacia. Ilpu ocTpbIX NPOSBICHUSIX 3a00J€BaHUS JICUCHUE
AHTUOMOTUKAMU MPOBOJNUTCSA B TeueHue 14 nHei, Mo BO3MOXHOCTH C yU4ETOM aH-
THOMOTUKOrpaMMel. [IpenapaTsl Ha3HAYalOT BHYTPUBEHHO U B BUJIC MHTAJSIUH.
[Tpu TsKEI0M 000CTpEHUU OPOHXOJIETOYHOTO MPOIIecCa PEKOMEHIYETCS KOMOU-
HaIMs U3 2 uiu 3 aHTUOMOTUKOB (Hampumep, PTOPXUHOJIOHBI + Hedanocnopu-
HOBBIC AaHTUOMOTHKHU 3—4-r0 MOKOJICHUH, WK KapOareHeMbl, Wi XJIopaMQpeHH-
ko + mnedrazuaum). Lledrasumum, meponeHem, UMHIIEHEM, TUTPOGIOKCAIIH
MIPUMEHSIFOTCS B J103aX, PEKOMEH/I0BAaHHBIX JIJIS CHHETHOMHON MH(EKIINU.

B ciyuyae HeTskenoro o0OCTpEHUS PEKOMEHAYIOTCS: OpajbHbIA IPHEM
xsopamdennkoina (25 mr/kr 4 paza B JieHb), KO-TPUMOKCA30J1a, JTOKCHIIMKINHA
(100-200 mr) 1 pa3 B neHb 171 AeTel crapiie 12 neT, nHramsnuy rnedra3uauma.

Anmubaxkmepuanvhas a’pozonvmepanus. AHTUOUOTUKU B adpO30JIX
MOKHO TIPUMEHSTHh KaK JOMOJHEHHE K CHCTEMHOW aHTHOAaKTepualbHON Tepa-
nuu Tu00 Kak allbTepHATUBY BHYTPHUBEHHOMY BBeaeHHUIO. [Ipenaparsl u ux mo-
3bl IPE/ICTABIICHBI B TA0JI. 7.

Tabnuya 7
AHTHOMOTHKH, IPUMeHsieMble HHTAJISIIIUOHHO
IIpenapar Pa3zoBas no3a Yuci10 MHTAJSIUNA B JIeHb
Ho 1 roma — 500 teI1C. E/I;
Komuctun 1-10 mer — 1 mun EJ]; 2

crapie 10 ner — 2 mun EJ{
o 5 metr — 40 mr;

gggszEugg’ 5-10 netr — 80 mr; 2
PaMHIL ctapue 10 net — 160 mr

Tukapuumina 1000 mr 2

Hedrazunum 1000-2000 mr (mns nanueHTtoB ¢ P. cepacia) 2

D¢ DHEeKTUBHOCTL a3p030JbTEpaliii B OOJBIICH CTEICHH 3aBUCHT OT HC-
noJib3yeMoro uHrajusitopa. [IpeanouturenbHee NpUMEHSITh HEOyali3ep ¢ KOM-
MIPECCOPOM, YeM YIIbTPA3BYKOBOW MHTAISATOP, TTOCKOJBKY, BO-TIEPBBIX, C TIOMO-
IO TIEPBOTO JOCTUTACTCS JIydIIas IUCIIEPCUS WHTAIUPYEMOTO BEIIECTBA,
Onaromapsi 4eMy OHO TMPOHHMKAET B HIDKHHE JIBIXAaTEIbHBIC MyTH; BO-BTOPHIX,
yJIBTPA3BYKOBOW HMHTANSATOP HArpeBaeT aHTUOMOTHK, YTO MOXXET H3MEHHUTH
CBOMCTBA MOCJICTHETO U CKA3aThCs HETaTUBHO Ha pe3yJIbTaTax JICUCHUSI.

[Ipy mpoBeNCHMHM WHTAISAIUOHHOW TEpamuu HEOOXOIUMO MPHUACPIKHU-
BaThCS CIASAYIOMIMX MTPaBUI:

1. HezaBucUMO OT MHrajqupyeMoro rnpemnapara, €ro KOHIEHTpAIus B CO-
neBoM pactBope 0,25-0,5 H gomxkna ObiTe mpumepHo 100 mr/mi. ToOpamu-
1uH — 150 mr (2 mu nipenapata + 2 mut ¢puzpactBopa = 4 Mi1), TOOpaMUIIUH —
300 mr (4 ma + 2 ma ¢uspactBopa = 6 M), Hetunmuuua — 300 mr (3 Mo +
3 M puzpacTBOopa = 6 M), reHTaMuIH — 160 Mr (4 ma + 2 mu ¢uspacTBopa
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= 6 mu1), reHTaMuuH — 320 mr (8 mut + 2 ma ¢uspactBopa = 10 mi1), KOJIUCTUH
(2 mau EJI) — 160 mr (2 Ma AMCTUUIMPOBAHHOM BOJBI + 2 mul puspacTBopa =
4 mn), ueprazuaum — 1000 mr (4 M JUCTUIMPOBAHHOM BOJBI + 3 Mi uszpac-
TBOpa = 7 MI).

WNuransium aHTUOMOTUKOB JOJKHBI MPOBOJUTHCA TOJIBKO IOCIHE TIIa-
TEJIBHOI'O0 OYUIIEHUS JIbIXaTENbHBIX IyTEH OT MOKPOTHI.

2. bponxocnactudyeckuid 3Qp¢HeKT, KOTOPbI MOXKET ObITh BHI3BAH a3pP030-
JbI0 aHTUOUOTUKOB, OIEHUBAETCS MYTEM CIUPOMETPHUH J0 UHTAJSINH, & TAKXKe
Ha ee 5-i1, 10-i1 u 15-i MmunyTax. TecT mpoBOAMUTCS B Hayaje Kypca a’dpo30Jib-
Teparvu, a 3aTeM — [0 MOKa3aHUSIM.

3. [Ipu HaNMYMK MPU3HAKOB TUIIEPPEAKTUBHOCTH OPOHXOB OOJIHLHOMY He-
00X0MMO 32 5 MUHYT A0 WHTAIALUN NPUHITH OPOHXOIUTUK KOPOTKOTO JIEHCT-
Bus (Oepoayai, candyramoir, GeHOTEPO).

4. [lauueHT A0KEeH CUAETh MPSMO, paclpaBUB IUIEUH U OMYCTHUB JIONAT-
KU BHU3.

5. MyHAIITYK clieqyeT MoMeuaTh MexXay 3y0amMu Ha fA3bIK, YTOOBI IO-
CJIEIHUN He OJIOKMPOBAJ MOTOK BO3/yXa.

6. Ha cuer «1-3» nmemaercsi CHOKOWHBIN ITyOOKHM BIOX uepe3 poT, Io-
CJIE YEro NIbIXaHUE 3a/IepKUBaeTCs Ha 4—6 CEeKyH], 3areM Ha cueT «4-9» nena-
€TCs1 CIIOKOWHBIN BBIIOX Y€PE3 HOC WIIH POT.

7. Wuransuuu npoBOASATCA 10 €Abl 2—3 pa3a B JACHb.

Buympusennas anmubaxmepuanvras mepanus nayuenmos ¢ K®. Ilpu
nedennn 00bHBIX KO 0CHOBHBIMU TyTSIMU BBEICHUSI aHTHOMOTUKOB SIBJISIOTCS
napenrtepanbubie. M3 HUX Ooliee mpremMieM BHYTPUBEHHBIN MTyTh BBEJCHUSI, MO-
CKOJIbKY OH, [0 CPABHEHHIO C BHYTPUMBIIICYHBIM, UMEET PSiJl IPEUMYIIECTB:

— MEHee TpaBMaTUYCH MPHU HATWYIUHU NEPUPEPHUICSCKOTO WA IIEHTPATh-
HOT'0 KaTepoB;

— ObIcTpee 1aer TepaneBTUuYecKuil 3P PexT;

— B cllydyae HapyUIeHUsI MUKPOLMPKYJSLUUUA MPU TOKCHMKO3ax, 00€3BO-
KUBAHUU U JPYTUX OCIOKHEHHUSIX aHTUOMOTUK HE KYMYJUPYETCS B MECTE€ UHb-
€KILIMH, YTO BO3MOKHO IPU BHYTPUMBILLIEYHOM BBEJECHUHU.

Bwmecre ¢ Tem crnenyer MOMHUTh, YTO NPU BHYTPUBEHHOM BBEJICHHM aH-
TUOMOTHKOB CYIIIECTBYET OMACHOCTh BOBHUKHOBEHHUS TPOMOO30B U THIIEPBOJIE-
MHUH, TIO9TOMY HEO0O0XOJUMO TOYHO PACCUMTHIBATH KOHIICHTPAIIMIO BBOJUMOTO
npernapara B pacTBOpE U CKOPOCTh UHPY3uu (Tab. §).

Tabnuya 8
Pa3BeieHue aHTUOMOTHKOB /IJI1 BHYTPUBEHHOT0 BBEIEHHUS
(nepudepuyeckasi BeHa)
AHTHOMOTHK Konuerpanus npenapara, JautensHocTh HHGY3NH, MUH
MI/MJI
TukapUWUIMH, ME3JOLMIUIMH 50 15-30
Haduummmn 40 15-30
Iedypoxcum, nedrpuakcon 50 15-30
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AMUKaH 5 30
['enTamunyH, TOOpaMULIUH 40 30
Bauxomuiimu 5 60-120
Pudamnuuux 3 > 60
Kimnanamunmu 18 15-30
Tpumeronpum 1 60
Nmunenem 5 30-60
XopaM(pEHUKOI 50 30
Hunpoduiokcaux 2 60
Amdortepuniua B 0,1 120-240

IIporuBoBOCcnanuTeNbHAs Tepanusi. C LEIBI0 CHIUKEHUS IIPOLIECCOB
BOCHAJIEHUS] MPUMEHSIIOTCS CTEPOUIbl CUCTEMHOTO M MECTHOI'O JEHCTBUS, He-
CTEpOUHBIE TPOTHUBOBOCIIAJIUTEIBHBIE CPEACTBA, MAKpoauAbl. 1lokazanusamu
NPUMEHEHUIO KOPTUKOCTEPOUIOB BHYTPb SBISIIOTCS: HEKYNHPYEMBbIH OpOHXO-
JIETOYHBIA MPOLECC IPHU COXPAHSIOEMCS OPOHXOOOCTPYKTUBHOM CUHAPOME y
JETEN MEepPBbIX MECSLEB KU3HU, OCTPble HHPEKIIHUH C BBIPAKEHHBIM OPOHX000-
CTPYKTHUBHBIM CUHAPOMOM IIPU HEBO3MOXKHOCTH KyIUPOBATH €r0 APYTrUMH CIIO-
cobamu (StO, mensbiie 90 %), JTeroyHslil acneprwuie3 ¢ OTYCTIMBBIMU aJliep-
TMYECKUMU MPOSBICHUAMH, HeoOOpaTUMas ¢ MPOTPEIUEHTHBIM T€YEeHUEM OpOH-
XHaJlbHasi 00CTPYKLUS HA POHE XPOHUUECKON OakTepuanbHOU MH(MEKIUH, Mpo-
rpeccupyomas runorpopus (Hekynupyemas (GpepMeHTaMH IpU JOCTATOUHOM
KaJopaxke), akTUBHOCTb IIPOLIEcca B MAPEHXUME MEYEHHU y OOJIbHBIX LUPPO30M
IICYCHHU.

[Ipeanoutenue otnaercs npeaHU30J0Hy. [Ipyu BeIpa)keHHONW OpOHXHUATb-
HOW OOCTPYKLMU 1032 MPEIHNU300Ha — 2 MI/KT, KOTOpas J0JKHA CHUXKAThCS,
KaK TOJIBKO HACTYIaeT yiydieHue. J[030Bblil peXUM NpH aJUIEPrHYECKOM ac-
neprujuie3de OyJer onucad Hke. MOXXHO TakKe HCIOJIb30BaTh JEKCaMETa30H.
OH 0c00€HHO MOKa3aH TeM, y KOTO BBISABICHBI TOOOYHBIE A (EKTHI IPU MTPHEME
npeaHn30II0Ha (5 Mr npeaHusonona = 0,75 Mr gekcaMmeTa3oHa).

WNHransiuoHHble CTEPOUbI MOKa3aHbl MPU OOpaTUMON OpPOHXHMATBHOU
00CTpYKIIMHU, KOTOPast TPEOYET PEryIsipHOrO NPUMEHEHUS] OPOHXOJIUTUKOB, JIJIs
YMEHBIIEHUS BOCMaJIEHUs1 1 00pa30BaHMsI MOKPOTHI, Ha3aJIbHbIX Mosumnax. Cre-
pouibl 1 OPOHXOJMTHKU UCIOJIB3YIOTCS IO TAKOM K€ CXeMe, KaK I JICUeHUS
OpoHxuanbHON acTMBbl. JKenaTelbHO MPUMEHTh OYI€30HU WK (IIyTHUKA30H B
BU/JIE CyXOT'0 IIOPOLIKA, a HE IO3UPOBAHHOTO a3PO30JIbHOT0 UHTAIIATOPA.

[Taruentam ¢ K@ npu Hanmuuuv y HUX XPOHUUYECKONW CMHETHOMHOW WH-
¢dexuun ¢ NPOTUBOBOCHAIUTEILHOW U UMMYHOMOYJIUPYIOIIEH LIE€TbI0 Ha3Ha-
YaroTCs JUIUTENbHBIE KYpChl MaKpOJIUA0B B CyOTEpaneBTUYECKUX 103aX. A3UT-
pOMMIIMH mpuMeHsieTcss B go3e 250 mr getsiMm ¢ maccol Ttena go 40 kr,
500 mr — Oonee 40 kr kaxnablid 3-il 1eHb | pa3 B J€Hb BHYTPb; KIIAPUTPOMH-
H — 10 250 M B CyTKHM B OZJUH IIPUEM YEPE3 ICHb.

[TpumeneHre MakpoIuI0B 00YCIOBICHO PSIIOM UX CBOMCTB. OHH OKa3bI-
BalOT UMMYHOTPOITHOE JIEUCTBHUE, aTUOKCUAAHTHBIA 3P(DEKT, MPSIMOIl MPOTUBO-
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BOCMAJIUTENbHBIA A(DPEKT, CHUIKAIOT UHTEHCUBHOCTH IMpoliecca MpoayLHpOBa-
HUSI TPOBOCHAIUTENBHBIX HMUTOKMHOB TH®-o, NJI-8, momaBisioT BHYTpHIIE-
TOYHBIN BBIOPOC HEUTPODUIOB U UX XEMOTAKCUYECKYIO aKTUBHOCTH, OCIIA0IIsI-
I0T TIpoliecc 00pa3oBaHMsi UMMYHOKOMILIEKCOB Ha TOBEPXHOCTH SIUTEITUATH-
HBIX KJIETOK B JBIXATENbHBIX MYTAX, IJ€ B KAYECTBE aHTUT€HA BHICTYMAeT Ono-
¢unpM, 00pa3yroluii 3aUTy MUKPOKOJIOHMN. Makpoauapl HHTHOUPYIOT MPO-
1ecc mpoayuupoBaHusi (pakTOpoB BUPYJIEHTHOCTH P. aeruginosa (9K30TOKCH-
Ha A, amacrtassl, mpoTeasbl, pochonumaszel C), 3aTpyaHSIIOT aATe3UI0 CHHETHOM-
HOM MaJIOYKU K CIU3UCTON OpPOHXOB, CHUKAIOT B IKCIEPUMEHTE AKTUBHOCTH
oOMeHa BeIIeCTB MEXy (DeHOTHUIaMU MYKOUAHBIX U HEMYKOUHBIX IITAMMOB
CUHETHONHOM mayniouku. Kpome 3Toro, MakpoJu/isl yCUIUBAIOT JeUCTBUE PTOP-
XUHOJIOHOB (B YaCTHOCTH, IUIpodIoKcalHa U JeBo(]IOKcaluHa) Ha CHHET-
HOMHYIO MAJIOYKY, YTO, CKOPEE BCEro, CBA3aHO C UX AHTUAJIbIMHATHBIM JIEHCT-
BHUEM; YJIyULIAIOT PEOJIOTHIO0 MOKPOTHI, CHIKas Ha 80 % ee BA3KOCTh, U TEM ca-
MBIM CTUMYJIMPYIOT MYKOLIMJIMAPHBINA KIMPEHC.

Annepzuueckuit 6ponxonyibmonanvuulil acnepzuaies. Tepanus ABITA
HaIlpaBJICHA HAa CHATHE SIBJICHUM aJJIEpruYecKOro BOCHAaJICHUS U TUIIEPUYBCTBHU-
TEJIbHOCTH, YMEHBIICHUE aHTUT€HHOTO BO3ICUCTBHS.

[IpuMeHSIOTCS CUCTEMHBIE TIIFOKOKOPTUKOCTEpOUAbl. [IpenHn3010H Ha-
3HA4YaeTCs B OCTPOM IEPUOJIe B J103€ 2 MI/KT B CyTKU B TeueHHe 1—2 Henmelb ¢
MOCJICTYIONUM (B TeUeHHE 1—2 Henenb) YMEHBIIEHUEM J03bI 10 1 MI/KT B Cy-
TKH, a 3aT€M MOCTENIEHHBIM (B T€UeHUE 2—3 MeCAIeB) CHUKEHUEM JI03bI, TIEpe-
XOZIOM Ha aJIbTEPHUPYIOLINHN KyPC U, II0 BO3MOXXHOCTH, €TO OTMEHOM.

[Tpusnakamu pemuccun ABITA SBIAIOTCS: JNUKBUIALMSA KIMHUYECKUX
cumntomoB ABIIA, BoccraHoBIeHUE MOKa3aTesne (yHKIIMM BHEUIHETO JbIXa-
HUS 10 YPOBHS, IPEAIIECTBOBABIIETO €TI0 Pa3BUTHIO, PA3PEIIEHUE PEHTIEHOJIO-
rMYEeCKUX U3MEHEHUI U ymeHbleHue ypoBHs IgE o6mux Oonee uem Ha 35 % B
TEeYeHUE 2 MECSIIeB C MX CTa0MIM3aluen B Iepuoi OTMEHBI KOPTUKOCTEPOHIOB.

[Ipy HEZOCTaTOYHOM KIMHUYECKOM WM CEPOJOTMYECKOM OTBETE Ha
MPUMEHEHNE CTEPOUIOB MOKHO Ha3HA4aTh UTPAKOHA30J (5 MI/KI MakCUMallb-
HO 200 Mr 2 pa3a B AeHb). Kypc MoxkeT cocTaBisiTh 3—6 MecsLIEB.

[Ipu peunauBnpyromeM teueHun ABITA ¢ nenpro npsMoro BO31eMCTBUS
Ha IPUYMHHO-3HAYMMBbIN aJUIEPreH MOTYT MPUMEHSIThCSI MHTaISIIuU aM(pOoTepu-
ruHa (20 Mr amdorepurmHa 1711 nHbeKIui pa3zBogutes (1) B 20 M1 BoabI AJ1s1
UHBbEKIUM, a He (U3UOJIOTHYECKOT0 PAcTBOPA, MO 4 MJI BOJHOTO pacTBOpa aM-
dboTepuLIMHa UHTATUPYIOT 2—4 pa3a B JACHb).

Cunopom oucmanvHoil unmecmunaibHou oocmpykyuu. Ilpu nerkoit u
CpellHEeW TsDKECTH Ha3HayaeTcsl JlakTyjo3a B jgo3e 5—20 MII/Kr B CYyTKM Ha
2 mpuema BHYTph wiM anetunuucteus — 200—-600 mr 3 pa3za B J€Hb BHYTPb.
JleyeHue TSKENION CTENEHU TSKECTH MPOBOJAUTCS TOJIBKO B YCIOBUSX CTAIUO-
Hapa MoJl Xupypruueckum HaomrogeHueM. Haznavaercs anermniucrend — 20—
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50 ma 20%-noro pactBopa + 50 mu 0,9%-HOro pactsopa HaTpus XJIOpuAa B
KJIM3MeE 2 pa3a B JIEHb U perupaTalioHHas Tepanus (1o MoKa3aHUsIM).

Xponuueckoe nezounoe cepoye. I1okazaHo JieueHue OCHOBHOTO 3a0oJie-
BaHUs U (IO TIOKa3aHUSAM) IJUTEIbHAsl OKCUTE€HOTEepamnus, HU(ETUIUH, Bepa-
namMuiI, KanTONpPU, SHATANPUII, CIIUPOHOJIAKTOH, AUTOKCUH (PEKUM JO3UPOBa-
HUSl — B 3aBUCMMOCTH OT BO3pPACTa U COCTOSIHUSI OOJILHOTO).

NunTepaTypa

1. Antibiotic therapy against Pseudomonas aeruginosa in cystic fibrosis : a European
consensus / G. Doring [et al.] // Eur. Respir. J. 2000. Vol. 16. Ne 4. P. 749-767.

2. Bobposnuuuii, B. . AuTnOaKTepranbHas Tepamnus y 00JIbHBIX MYKOBUCIHIO30M :
Meto. pekoMmeHnanuu / B. Y. booposanumii. Munck : BI'MY, 2003. 38 c.

3. Doring, G. Early therapy and preventive maintenance of defeat of lungs at Cystic
fibrosis : a European consensus / G. Doring, N. Hoiby // J. Cystic fibrosis. 2004. Vol. 3. Ne 2,
P. 67-91.

4. Mykosucyudos : COBpeMEHHbBIE JTOCTIIKECHHUS U aKTyallbHbIE MPOOJIEMBI : METOI.
pexomenaanuuu / H. Y. Kanpanos [u ap.]. Munck : J{oxrop Auzaiin, 2008. 144 c.

5. Nutrition of patients with Cystic fibrosis : a European consensus / M. Sinaasappel
[et al.] // J. Cystic fibrosis. 2002. Vol. 1. P. 51-75.

6. Standards of care for patients with cystic fibrosis : a European consensus /
E. Kerem [et al.] // J. Cystic fibrosis. 2005. Vol. 4. P. 7-26.

7. Use and interpretation of the analysis of mutations at Cystic fibrosis in clinical
practice / C. Castellani [et al.] // J. Cystic fibrosis. 2008. Vol. 7. Ne 7. P. 179-186.

40



lMpunoxeHue

AHTHOHOTHKH, GopMa UX BbINYCKA (1151 IPMMEHEHUs] BHYTPb) M 1032

Jo3a
Me:xayHapoassie u ¢pup- MAaKCH- Moka3zanus
MeHHbIE Ha3BAHMSI Popma Bhinycka cyTo‘;Haﬂ’ MaJIbHas (BO30yAMTEID)
MI/KE cyroyHas, r
Amoxicillin (ocnamokc, |Kamcynsi 0,25; 0,5; H. pneum.,
(baeMoKCHH-COITyTa0, Tabaerku 0,125; 0,25; 50-100 3 St. aureus,
YICaMOKC) cycnensus 0,125; 0,25/5 mn H. infl.
Amoxicillin/clavulan Tabnerxu 0,25; 0,5; 50-100 3 St. aureus,
(ayrmenTuH, amokcukia)|cycnensus 0,125; 0,25/5 m H. infl.
Oxcanuiaana Tabnetku 0,25; 0,5 100 8 St. aureus
Flucloxacillin Tabnerku 0,25; 0,5 100 4 St. aureus
Cefaclor (tiekiop, Bepyed Kancynst 0,5; 0,25; St. aureus
atbhatier, ek é {rop) *lcyenensus 0,125; 0,25/5 mi; 50 2 I ' infl ’
TIET, Tk, T P) I nakerux 0,125;0,25; 0,375 ' )
Cefuroxim (3unHar, 3uHa- |Tabnetku 0,125; 0,25; 0,5; 20-30 ) St. aureus,
nied, keroned, akernn)  |cycnensus 0,125/5 mn H. infl.
. Kancynei 0.4;
Ceftibuten (enexc) cycniensns 0,09/5 M 15 0,4 —
. Tabnerku 0,2; 0.4; .
Cefixim (uedemnan) cycniensns 0,1/5 i 10-15 0,4 |H.infl.
Clindamycin (nananun) |Kancynsr 0,15 20-40 2,4  |St. aureus
. P. aerug.,
Ofloxacin (rapunn, sa- 500 0.9:0,3; 0,4 20-30 0,8  [St. aureus,
HoLMH, 0(h110, 0PIOKCHH) .
H. infl.
C113r0ﬂ0xac1n (tumpo- Ta6nerku 0,1; 0,25; 0.5
0ail, IUIPOJIET, UTIPH- 25-30 2 —
0,75
HOJT)
Pefloxacin (abakrai, me- TaGrerkn 0.4 15-20 12 o
nokc-400, meduianun)
Lomefloxacin (1eM- |35 0,4 1020 | 08 -
¢okC)
Co-trimoxarole (6ucer- 100 o
TOIL. GAKTOIM. GeDIOL Tabnetku 0,12; 0,24; 0,48; | cynbda- 3 St. aureus,
’ PHM, HEPITOTHA, cycnensus 0,24/5 mn METOK- H. infl.
IPOCENTOJ, OPUIIPHUM)
cazony
. Tabnetku 0,5; .
Sﬁlogflighemwl (;1eBo- Karcyss1 0.25- 50-100 4 E cizggama,
B cycnensus 0,15/5 mn T
Doxiciclin (roHMIOKC Ta6nerkn 0,1: 0.2: .
conyTal, BUOpaMUINH, O B. cepacia,
Oaccazo, TOBUIIMH, M€E- kancyst 0,5; 0, 1; > 2 H. infl
’ ’ cycnensus 0,025/5 mn T
JIOMUITHH)
Rifampicin (6enemuru, H. infl.,
puMaKTaH, pudamop, Kancynei 0,1; 0,15; 0,3 15-20 2 St. aureus
pudapen) B.cepacia,
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IIpodondxcenue npus.

Jlo3a
Me:xnynapoaneie u pup- ®opma BoiTycKa cyTou- MAaKCH- Tokazanus
MEHHbIe Ha3BaHUA Has, MAaJIbHast (BO30yIUTEND)
MI/KT CYTOYHAs, T
Fusidin TaGnerxu 0,25; 0,5 40-60 3 b aureus,
H. infl.
Taonerku 0,125; 0,25; 0,5;
Azithromycin (cymanek, [kamncynsl 0,25; 10 0.5 St. aureus,
cymMaMme/l, CYMaMOKC) [TOPOIIIOK /7Sl IPUTOTOBJICHHS ’ H. infl.
cycnensuu 0,1/5, 0,2/5 mn
Clarithromycin (kmammn, Ta6rerii 0.25: 0.5 15 1 St. aureus,
bpomMui) H. infl.
IlapenTepajbHO
Oxacillin draxors 0,25; 0,5 100-150 § [ pneum.,
St. aureus
Cloxacillin daxoms 0,25; 0,5 100-200 3 fLnfl,
St. aureus
Ampicillin/sulbactam (yna- Draxonsr 0.5: 1,0; 2,0 100 ] St. aureus,
BHH) H. infl.
IAmoxicilin/clavulanat (ayr- Draxorsr 0,5 1,0 100 3 St. aureus,
MEHTHH, aMOKCHKJIaB) H. infl.
P. aerug.,
Ticarcillin/clavulan Drtaxorsr 3,040,1; 3,040,2 400 30 B. cepacia,
(TUIMEHTUH) St. aureus,
H. infl.
Piperacillinftazobactam g, 4 oe1 3,040,375 300-400| 20 —
(Tazorun)
Mezlocillin Daaxonsl 0,5; 1,0 300 20 —
Azlocillin (cekypornen) Dnakonsl 2,0; 5,0 300 20 —
IAmicacin (aMUKUH P. acrug,,
’ dnakonsl 0,1; 0,25; 0,5 15-25 2 St. aureus,
AMHKO3HT) .
H. infl.
Gentamicin (rapamunud)  |[Pnakons 0,04; 0,08; 0,16 812 1,2 —
Netilmycin (Hetpomurmn)  (Dnakonsr 0,025; 0,1 10-15 1,2 —
Lobramyein (HEOHUHN, g ycorer 0,02; 0,04 0,08; 12 | 10-20 2 —
OpyJIaMUIIVH)
Cefasolin (xegsor, dnakonsl 0,25; 0,5; 1,0; 10,0 100 4 St. aureus
iiehamesns, Toraned)
Cefuroxim (suHHar, dnaxonsr 0,75; 1,5; 2,0 50-100 6 H. infl,
Kerored, akCeTHH) St. aureus
Cefamandol (Manrmo) Daaxonsl 0,5; 1,0; 2,0 100-150 12 —
Cefoxitin Dnaxonsl 1,0; 2,0 100-200 12 H. infl.
Cefotaxim (knagopas, Draxonsr 0,5 1,0: 2,0 200 ] St. aureus,
kiadoTakcum) H. infl.
. St. aureus,
Ceftriaxone (nouraued, g, o 0.25:0,5:1,0: 2.0 | 80-100 4 |P.acrug.,
poucdu) H. infl.
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Oxonuanue npua.

Jloza
MaKCHh-
Me:xayHapoansbie u pup- ®opma BLimycKa cyrounas, M::::_ Iloxka3anus
MeHHbI€ HA3BAHUA (BO30y M TEJIB)
MI/Kr CyTO4-
Hasl, T
Cefoperazone (iepo6n St. aureus,
M: (())pe;(bzoae u;)o " | drakons 0,5;1,0; 2,0 100 8 |P. aerug.,
P. aerug.,
Ceftasidim (Tazumed, Draxors 0,5: 1,0: 2,0 150300 | 12 B. cepacia.,
boptym, kepaaum) St. aureus,
H. infl.
P. aerug.,
Tuenam (Imipenem + ®naxonsl 0,5 + 0,5; R0-100 4 B. cepacia,
cilastin) 0,75+0,75 St. aureus,
H. infl.
P. aerug.,
Meropenem (mMeponeMm) |®Dnakonsi 0,5; 1,0 70-100 6 B. cepacia,
St. aureus,
H. infl.
Aztreonam (a3akTam) ®makonsl 0,5; 1,0 150200 | 8 g ?ﬁrﬁlg"
Pefloxacin ®naxonsi 0,4 2040 1,2 P. actug.,
H. infl.
Ciprofloxacin P. aerug.,
(uumpoOait, munponer, |dnakonsi 0,2; 0,4 8-16 0,8 |St. aureus,
nrdpan) H. infl.
Ofloxacin ®dmakonsl 0,2 20-30 0,8 —
Vancomyein (BAHKOUAIL, |g, ycorrer 0,5 40-60 | 2 |St. aureus
SAMLIMH)
Konuctun (monuMukcua ®raxoms 0,15 5 640 P. aerug.,
E, xonmumuiin) H. infl.
Clindamicin ([ananun C) |®nakonsi 0,3; 0,6 40-60 4,8 |[St. aureus
Rifampicin (6enemunun) |@nakons 0,6 20 0,6 St aureus,
H. infl.
N B. cepacia,
g;)gc;i;n ) ®makonsl 0,1; 0,2 4 0,2 |St. aureus,
paun H. infl.
Chloramphenicol Draxonsr 1,0 40-60 4 B. cepacia,
(JleBaMHUIIETHH) H. infl.
Lincomycin (uakonmH) |Pnakons 0,3; 0,6 40-60 4 |St. aureus
B. cepacia,
Co-trimoxazol ®makonsl 0,960 100 3,6 [St. aureus,
H. infl.
Fusidin ®raxoms 0,25 0,5 2030 | 2 |3 aureus,
P. aerug.
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