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OT aBTOpOB

Ba>KHelwWnM AOCTUXKEHNEM MOCNELHUX AecATune-
TWii NpoLleALero Beka, HECOMHEHHO, ABNseTCA BneyaT-
NAOWMUA NPorpecc KAMHUYECKON reHeTUKU, 0COBEHHO B
YaCTW aHTeHaTaNbHOW M NOCTHaTAaNbHON AMarHoc-
TWKN U BefleHUs 60/bHbIX C HacneAcTBEHHbIMK 60ne3-
HAMU 0b6MeHa BellecTB. MccnefoBaHus B obnacTu Me-
AVLMHCKON TeHeTuKKU obecneunnn Hanbonee MHTEHCUB-
Hblii 1 OOLWIMPHBIA NPUPOCT 3HaHW B chepe nepuHa-
Tonorum w neguaTpun. Hoseliwmne MONEKYyNsipHO-
reHeTUYECKMEe TEXHONOrNN He TONbKO OKasanucb npu-
MEHUMbIMW K “YNCTO" reHeTUYecKnm 3abonesaHusM, HO
n obecneynBan BO3MOXKHOCTb YCOBEPLUEHCTBOBAHUS
MeAWULVHCKNX TEeXHONOrnin nedyeHns npu Bcex 3abone-
BaHUAX B LENOM.

CnpaBefIMBOCTb BbILLIEN3NIOXKEHHOIO MOATBep>Kaa-
eTca Ha npuMepe MyKOBUCLMAO03a —Haubonee pacnpo-
CTPaHEeHHOro cpeau NuL eBpoOMneouAHON packl neTanb-
HOro HacnefCTBEHHOro 3aboneBaHnsa obMeHa BeLLlecTB.
WNHTeHCUBHbIe uccnefoBaHns B 06n1acTu o6LWen n Kau-
HUYECKOW TFeHeTUKM NO3BONUAN pacluMppoBaThb N0Ka-
M3aumMi0 MyTaHTHOIO reHa, packpblTb CyWHOCTb Nep-
BUYHOI0 OGMOXMMMYECKOro fedheKTa M YyCTaHOBUTb €ro
B3aWMOCBS3b C BO3HUKAKLLUMN KIUHUYECKUMU Npobe-
mMamu. CTana BO3MO>KHOWM ap(peKkTUBHAsA «arpecCcMBHas»
Tepanus, KoTopas, X0TA U He NPUBOAUT K BbI3LOPOB-
NeHnto 60N1bHOro, NO3BONSET KOHTPOAUPOBATH Nporpec-
CUpOBaHMe NpuU3HaKoB 3aboneBaHns, okasblBaeT CUMI-
TOMaTUYeCcKoe AeiiCTBMe, yayyllaeT KayecTBO >KU3HU
W yBeNNUMBaET €ee NPOAOMKNTENbHOCTb. K coXKaneHuio,
NCNONb30BaHMe HOBEMLINX MELULMUHCKUX TEXHONOrui,
Hanpumep TpaHcnnaHTauun Nerkux, 1 yBennyeHune npo-
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JOMKNTENbHOCTU XKU3HU ABAAKTCA 06BLEKTUBHON
NpeLnocbINKON BO3pacTaHNsd 4acTOThbl NO34HUX OCNOXK-
HEHW 3a60neBaHNs, YTO COCTAaBNAET HOBYK aKTya/b-
HYH0 npobnemy.

B AOCTYMHbIX NPaKTWUYECKUM Bpavyam YKpauHbl KHU-
rax 0 MyKoBuCLM03€e MaTepuan 3HauYnTeNbHO ycTapen
M He OTpadkaeT B LO/MKHOA CTeneHn NOCTOSHHO Ha-
pacTawuero obbemMa Hay4YHOM W KAMHUYECKOW WMHAOp-
maLuu.

MosToMy Mbl NOCTaBuAK nepes coboi 3agavy noj-
FOTOBKM COBPEMEHHOIO HAy4YHOro TpyAa, B KOTOPOM
OTpa>keHbl MPUHLWNBbI aHTeHaTaNbHOW M NOCTHa-
TaNbHOW AMAarHOCTUKM MYKOBUCLMA03a, a TakKe npej-
CTaB/lEH airOpuTM BefeHUs TaKux OO0/NbHbIX.

Bce npuBefeHHbIe B MOHOrpaduu pekomeHgauum npo-
BepeHbl aBTOpamu 1 UX Konneramut B yCroBusAx paboTbl
Pecny6nukaHckoro LleHTpa no AuWarHOCTUKe W nedve-
HUI0O MYKOBWCLMAO3a, CO3AaHHOro Ha 6ase Opecckoi 06-
NacTHON AeTCKON KNMHMYEeCKOoW 60nbHULbI. B MOHOrpa-
(V10 BKNHOYEHbI Pe3ynbTaThl ABYX MEXXAYHAPOLHbIX YK-
panHcKo-6puTaHckux npoekTos: LIEN Programme
Phare and TACIS (1994) n TACIS/LIEN Programme (1998),
KOTOpble BbINOMHANMCL Kadeapol rocnuTanbHOM ne-
AmaTpun C NocneannioMHoNM NoAroToBkoi Opecckoro
rocyjapCcTBEHHOr0O MeAWLMHCKOrO yHUBEpCMTeTa U
Me>kayHapogHoin Accounaynein MHTerpupoBaHHOrO
3apasooxpaHeHunsa (IIHA). Vcnonb3oBaHbl MaTepuanbl
auccepTaunoHHbix paboT H.A. KoHoHeHko, J1J1. To-
nnasckoi, A.l'. LLlanosanosa, HO.I". LinyH4uK.

B KHUre WMPOKO NpeAcTaBNeH ONbIT OTe4YecTBeH-
HbIX W 3apy6e>KHbIX aBTOpPOB. Hackonbko yfayHOn oKa-
3anacb nonblTKa CO34aHWA COBPEMEHHOIr0 Hay4HOro
TpyLa No MyKOBUCLMAO3Y, aBTOPbl HaJETCA y3HaTb
N3 KPUTUYECKNX 3amMeyaHunid, KoTopble OyayT NPUHAT bl
c rny6okoii 6narogapHoCTbHO.



CnucoK CoKpaLleHWni

amn —
Mo —
e —
HAY  —
BO3 —
rrn —

Mo —

JHK -
YKEN —
Koc —

oon —
oPBUN —

NapPd —

nup —

PHK —

OB -
POE —
UMK —

amuHonenTugasa
afleHO3MHMOHO(OoCcHopHaa Kucnota
afleHo3NHTpUPocpopHaa Kucnorta

BMPYC MMMYHOZe(pUnLMTa YenoBeka
BcemupHag OpraHmsauyns 3apaBooxpaHeHus
ramma-rnytTamunTpaHcnenTugasa
runepTpouyeckas nyibMOoHa/bHas
ocTeoapTponarua
[,e30KCMPNOOHYKNENHOBAsA KUCnoTa
XW3HEHHas eMKOCTb JIerKnx
KMCNOTHO-OCHOBHOE COCTOSIHME
OCTaTOYHbIA 06beM Nerkmnx

ocTpas pecnupaTopHas BUPYCHaa MHGpeKLuns
NONMMOPKHU3M ASIMHBI PECTPUKLNOHHbBIX
(hparMeHTOB

nosmMepasHas LenHasa peakyus
PNUOGOHYK/IeMHOBAA Kucnota

(YHKLUNSA BHELWIHEr0 AblXaHus
(hYHKLMOHaNbHAA OCTaTO4YHas eMKOCTb erkmnx
LUPKYUpYOLLMEe UMMYHHbIE KOMMJIEKChI
KuleyHas opma LienovyHoi ocarasbl



__PA3OEN 1
O6Line BONPOCHI

[haBa 1
InmMaeMmnonornsa MyKosmcLmngosa

MyKoBuUCLMAO03 - Hac/NefCTBEHHOE ayTOCOMHO-pe-
LLeCCMBHOE MYJ/IbTUCUCTEMHOe 3aboneBaHue, pa3BuBa-
loluLeeca BC/IeACTBME NPOAYKUUU 3K3OKPUHHBIMU XXe-
ne3aMu cekpeta MOBbILWEHHON BA3KOCTU, C pa3BUTUEM
BTOPUYHbIX U3MEHEHUI NPeMMyLLecTBEHHO B GPOHXO-
NeroYHOM, a TakXe B MULLEBAPUTENbHOW U PenpoayK-
TUBHOW cUcTeMax.

MyTauuy reHa MyKOBUCLMAO3A ABAAKOTCHA CaMbIMU
pacrnpocTpaHeHHbIMWN CPeAn MOTEHUMANBHO JIeTanbHbIX
mMyTauui gns npegcrtaBuTenein 6enoit pacel. WX yac-
ToTa coctaenaeT 1:20. YacToTa MyKOBMUCLMAO3a B MUpe
B cpesHem cocTaBnaet 1:2500 —3000 HOBOPOXXAEHHbIX, B
YkpanHe — 1:2300 HOBOpPOXAeHHbIX. [aHHble O 4ac-
TOTE MYKOBMCLMA03a npuBedeHbl B Tabn. 1 [1,2].

ExxerogHo B mupe poxgatoTtca 6onee 45 000 601bHbIX
Mykosucuymgosom, 8 CLLUA —1000, B BennkobputaHum v
®paHunn —500—700, B Poccum —300.

MyKOBMCUMAO03 KpailHe pefKOo BCTpeyaeTcs cpeau
KOpeHHOro HaceneHus Asmu n Agpuku (MeHee 1:100 000),
OflHAKO Yy apoamepukaHLeB, reHOPOHA KOTOPbIX CO-
LEePXUT CYLWeCTBEHHYIO A0/II0 FTeHOB eBPONeoMAHOro
MPOUCXOXAEHWSA, ero 4actoTa 3HaYMTe/IbHO Bbllle U CO-
ctaBnger 1:17000 HOBOPOXAEHHbIX [1].

WccnepoBaHua nofoBoro pasinyuns, npoBefeHHble B
BenvkobputaHuy B TeyeHue 20 fieT, nokasanam, YTO Ha
100 peBouyek, 60/IbHbIX MYKOBWUCLMAO030M, POXAANUCH
104,8—106,1 Mmanb4mMK. AHa/OTMYHbIA NOKa3aTesnb B 06-
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Tabnmua 1

UacTtoTa MyKoBMCLMA03a Cpean
npeacTaBUTeNeld eBPONEONAHON pachl
B pas/IMYHbIX CTpPaHax

CtpaHa YacTtoTa
NpnaHauns 1:2000
ABCTpanus 1:2500
Bennko6putaHus 1:2500
Poccus 1:2500
Typuusa 1:3000
Hoeas 3enaHgus 1:3000
®paHyms 1:2000 - 1:3500
HuaepnaHabl 1:3500
CWA 1:2000- 1:4000
FepmaHusa 1:4000
Danuna 1:4500
Uexusi 1:5500
KaHapga 1:5000
WBeuumsn 1:8000
PUHNAHANS 1:40000

Wwein nonynauum B 3TOT MNEpuoj BPeMeHW COCTaBw/
100 Ha 110 [3].

[aHHble 0 Ce30HHOM KonebaHWW 4acToTbl POXAe-
HMS 60/IbHbIX MYKOBWCLMA030M MPOTUBOPEYNBBI.

B HacToswWwee BpeMAs HeT eAMHOr0 MHEHMA O npwu-
YUMHAX CTONb BbICOKOM YacTOTbl reTepo3UroTHOr0 Ho-
CUTENbCTBA MOTEHLMANbHO NETanbHOro reHa, NPMBOAS-
Lero K 3a60neBaHuNI0, CyLeCTBEHHO OrpaHNYMBaoLLEMY
NPOAO/KUTENBHOCTb XWU3HU 60/MbHbIX. CyuiecTByeT
rmnoTesa 0 PenpoayKTUBHbLIX NpeuMylyecTBax rete-
PO3UTOTHbLIX HOCUTeNelr reHa mykosucymposa. Mpu-
BOAATCA [aHHble O 60/blIEM KONMYeCcTBE MOTOMKOB,
MeHbLLUEM WHTepBasie BPEMEHU MeXAy BCTYMN/JeHWEM B
6pak M poXAeHMem MnepBoro pebeHkKa y reteposuror-
HbIX HOCUTENen MyTauuil reHa MYKOBMUCLMAO3a MO
CPaBHEHMWIO C KOHTPONbHOW rpynnoi [4].

NmetoTca faHHble, CBMAETENbCTBYHOWME O NPEnMy-
LWeCTBEHHOM BbDKMBAHWWU reTEPO3UTOTHBIX HOCUTENEN

9



MyTaLuili reHa MYKOBUCLMAO3a BO BpeMs MaHAeMwi
X0Nepbl B CBA3M C PeAKOCTbIO PasBUTUA Y HUX anrug-
HbIX hopm 3abonesaHuns [5,6].

C koHua 30-x Hauana 40-x rogos, Korfga 3abosfeBa-
Hue OblI0 BMepBble BbIAB/IEHO BO BpeMs ayToncuin ge-
Teil paHHero Bo3pacTa, NOrMbWNUX OT MHEBMOHUU, TA-
XKenoro cuHgpoma Manbabcopbumm ¢ BbIpaXXeHHOW 3a-
LEPXKOW (hM3MYECKOro pasBuTus, Npoo/KNTENbHOCTb
XWU3HU 60/1bHbIX 3HAYUTENIbHO BO3POC/A, U B HacToALee
BpeMs B pasBuUTbIX CTpaHax cocTasnseT 26—30 net [1].
B YKpanHe MpOAO/MKUTENIbHOCTb XW3HU Taknx 60/b-
HbIX yBenuuunacb go 12 — 14 net (B Hayane 70-x —
80-x rogax — 2—3 roga).

Takum 06pa3oM, WKNpPOKas pacnpoCTPaHEHHOCTb My-
KOBMCLUMA03a, TsSHKenoe TeyeHue 3aboneBaHus, NpuBo-
Adulee K cMepTh 60N1bHbIX B A€TCKOM WX MOMIOA0M BO3-
pacTe, AUKTYIOT HE06X0AMMOCTb OOpalieHMa K 3TOW
npobsieMe B LeN1IAX COBEPLUEHCTBOBAHUA ANATHOCTUKMN U
CUCTEeMbl BefleHUA BONbHbIX, & TakKXXe BHEAPEHUs B Me-
OVULUHCKY NPakKTUKY MeLUKO-TEHEeTUYEeCKOro KOH-
CYNbTUPOBAHUS U NpeHaTaNbHON ANArHOCTUKN, NPeaoT-
BpaLwjatower poxaeHne 601bHOro pebeHka.

[naBa 2
MoneKynsapHo-reHeTu4ecKue
OCHOBbI 3a60/1eBaHNA

FeH mykoBMucLMA03a Obl1 OTKPLIT B CeHTA6pe 1989 T.
B pe3y/nbTaTe COBMECTHbIX UCCNef0BaHUIA ABYX KaHap-
ckux (L.Ch.Tsui, J.Riordan, TOpoHTO) 1 ofHON amepu-
kaHckol (F.Collins, MuuuraH) na6opaTtopuin, npume-
HUBLIMX METOA «MPbIXXKOB» MO XPOMOCOME, a TaKXe
MeTOJ HacbllalWwero KJAOHNPOBaHUA («NPOrynKu» no
Xpomocome) B ob6nactun 32 XpoMocombl 7. Takum 06-
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Puc. 1 Jlokanusaums reHa MyKosucLML03a
Ha Xpomocome 7

pasoM, caM reH MyKOBMUCLMAO3a W ero 6efKOBbIM Npo-
OYKT OblNN UAEHTUPULMPOBAHbI MeTOLOM «06paTHOM
reHetukn» (ot AHK k 6enky; puc.l) [7,8].

NeH mykoBucuymposa coctout m3 250 Thic. map oc-
HOBaHWI, ero cMblCciOBasf 4YacTb, Kogupywouwas MPHK,
npeacTtaBneHa 27 3K30HaMu 06LWLEA NMPOTAXEHHOCTbIO
0129 nap OCHOBaHWM.

B HacTodwee Bpems onpefeneHa npeackasaHHas
paHee aMWHOKWUC/OTHas Noc/fef0BaTe/lbHOCTL Gesiko-
BOr0 NpoAyKTa W BbliBNeHa ero AOMeHHas opraHu3a-
uma. B yacTtHOCTK, f0Ka3aHO, YTO 3K30HbI 3 —8 1 14 —
19 peTepMUHUPYIOT CUMMETPUYHBIE CTPYKTYpPbl MEM-
6paHHON YacTu 6enka, aK30Hbl 9—12 1 19—23 —CTpyK-
TYPY CUMMETPUUYHbLIX AT®-cBA3bLIBAOWUX AOMeHa
(NBD1 n NBD2), a 601blw0 HenapHbIA 3K30H 13 on-
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pefenseT CTPYKTYypy HenapHoro nonspHoro K-gomeHa,
COEAMHSAIOLLEr0 ABE CUMMETPUYHbIE YacTn 6efika W Bbl-
NMONHAIOLLErO PErynaTopHyo ponb [7].

HaTuBHbIA 6€10K reHa MyKOBMUCLMAO3a A0 HacTof-
Wero BpeMeHu npenapaTMBHO He Bblfe/fieH, 04HAaKO0 ero
CTPYKTYpa M (PYHKUWUA [eTaibHO WM3YUYeHbl B FEHHO-
MHXXEHEPHbIX 3KCNepMMeHTaxX Ha TpaHCHOopMUpOBaH-
HbIX OaKTepuanbHbIX KJeTKax W K/eTKax 3yKapuor.
MpoayKT cuntbiBaHNA MPHK Ha pnbocomax cTaHOBUTCA
(YHKLUMOHANbHO aKTUBHbIM, MpeTepnes rNKO3NINPO-
BaHue u ochopunuposaHue [9]. Okono 50 % PyH-
KLWOHaNbHO aKTUBHOrO TpaHCMeMOpPaHHOro peryns-
TOpHOro 6esKka MyKOBMCLMAO3a HaXOAUTCA B anuKasb-
HON Memb6paHe anuTenManbHbIX KNeTOK, 06pasya KaHan
ANs nepefayn MOHOB Xfiopa. [iBe CTPYKTYpPHble 4acTu
6enka, «npoLmnBas» KNeTouHy MembpaHy, CO34al0T Ka-
Han, a R-gomeH BbimoniHAeT ponb nopwHa [10]. Oc-
TaHOBUMCSH [eTallbHee Ha MexaHu3Me (PYHKLWUOHMPO-
BaHWA KaHana. AKTUBHOCTb TpaHCMeMOpaHHOro pe-
rynsaTopHoro 6enka MyKOBUCLMAO3a perynumpyetcs
AT®-3aBUCMMOI NpoTenHKMHaszo n AT®P. lMepsas
obecneumBaeT PocHopMINPOBaAHNE CEPUHOBBLIX OCTATKOB
R-nomeHa, torga kak AT® nepepaeTr 3Hepruio ABYM
HyKneoTuacsasbiBaowmm gomeHam (NBD1 n NBD?2).
Ha puc.2 npuBegeHa rMnoTeTnyeckas cxema paboThbl
XnopHoro kaHana [10]. NccnepgoBaHna nocnefHux net
nokKasanu, 4To TpaHCMeMOpaHHbIA PerynaTopHblii 6e-
NOK MyKoBMcungosa, PyHKUMOHUPYS Kak AM®-pe-
rYNUPYeMbIil XNOPHbIA KaHan, o6nagaet psaoM Apyrux
OYeHb BaXKHbIX (DYHKLUUA. OAHON U3 HUX ABNAETCH pe-
rynsyus apyrux XJ0pHbIX U HaTpUeBbIX KaHanos, Mpo-
BefieHNe BoAbl U AT®, Apyroil — MCNonHeHne ponn CeH-
copa BHYTPUKNETOUYHOro ypoBHA AT® n T. a. Tak, 06-
Hapy>XeHO, 4YTO 4Yepe3 TpaHCMeMObGpaHHbI perynsartop-
Hblli 6EM0K MYKOBWUCLMAO03a-XNOPHbIA KaHan Ha
NOBEPXHOCTb KNETKU MOXeT TpaHCcnopTupoBaThbCH
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AT®P
Puc. 2. Cxema paboTbl XNOPHOIO KaHana

LAM®, koTopasa crnocobHa perynmpoBaTb aKTUBHOCTb
APYrux, XJ0pHbIX KaHanoB Knetku [11].

Taknum 06pa3omM, COrnacHoO COBPeMEHHbIM MpeacTas-
NEHNAM, TpaHCMeM6paHHbIi PerynaTopHblil 6en0K My-
KOBUCLMAO3a AeWCTBYET He TONbKO KaK OObIYHbIN
XJIOPHbINA KaHan anuTennanbHblX KNeTOK, HO U Kak ne-
pekntoyvatens, 6anaHcmpyrwmnii abcopbumo HaTpusa u
cekpeLumo xnopa.

Mpn MyKOBUCLWUAO3€ HapyleHWe PYHKLUN UK OT-
CYTCTBME TPAHCMEMOPAHHOro perynatopHoro 6enka
MYKOBMCLMA03a BEeJET K yBenmyeHUo abcopbLunum NoHOB
HaTPUA N K YMEHbLIEHUIO CEKPEeLUM WOHOB Xo0pa.
CnefctBueM 3TOro SABNSeTCA Aermppartanus CeKpeTos
BCEX 9K30KPUHHbBIX Xene3 opraHu3ma. Takum o6pasom,
nepBMYHbLIM 3BEHOM MaTtoreHesa MYKOBUCLM03a AB-
NATCA MyTauuu reHa, NPUBOAALLME K HapyLlleHWto
(GYHKUUM WU OTCYTCTBUIO TpaHCMeMO6GpaHHOro pery-
NATOPHOro 6enka MyKoBMCLM[O3a.
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Yxe B NepBbIX UCC/ELOBAHNAX, NOCBALLEHHbIX aHa-
N3y MONEKYNAPHOW CTPYKTYpbl reHa TpaHCcMeMOpaH-
HOro perynatopHoro 6enka MykoBucuuposa, 6bi10 06-
Hapy>XeHO Hanuyve OLHOTUMHON MyTauum 10-ro 3k-
30Ha reHa y 70—80 % Bcex XpPOMOCOM C MYTaHTHbIM
reHoMm. 3Ta MyTaums npegcTaBnseT cobom fgeneunto Tpex
HYKNeOoTWU0B, CMeACTBUEM Yero fBNAETCA OTCYTCTBME
aMWUHOKMNCNOTbl (heHMnanaHnHa B 508-M MONOXeHUU
TpaHCMeMO6pPaHHOro pPerynaTopHoro 6enka MyKoOBUC-
umMposa. MyTtauua nonyumna HasBaHue AF508 [12].
Byfoyun OCHOBHOW y BCeX M3yYeHHbIX rpynn 6enoi pacobl
(Kpome eBpeeB-allKeHasn), faHHad MyTauus, 0OfHako,
CYLLeCTBEHHO BapbMpoOBasa Mo 4acToTe B PasHbIX MO-
nynaumax. bonee Toro, okasanocb, YTO pacnpocTpaHe-
Hue ee B EBpone npoucxoauT He cnydairiHo, a cnepyet
onpefeneHHOMY rpafieHTy: C CeBepa Ha lor u ¢ 3anaga
Ha BOCTOK. Tak, makcumanbHas yactota AF508 (80—85 %)
Oblna 3aperncTpupoBaHa B [laHuun n BenmkobputaHuu.
B 10 xxe Bpemsa Ha tore Esponbl oHa cHuXanach go 50 %.
MwuHMManbHas yactota faHHON myTauum (okono 30 %)
onpefeneHa y xutenei bavmxHero BocToka.

CneynanbHbiMU UccnefoBaHUAMM 6bII0 [OKA3aHO,
yto myTauunsa AF508 BO3HUKNA OAHOKPATHO NPUMEPHO
10 000 net Haszapj [6] u co BpemMeHeM pacrnpocTpaHu-
nacb no Espone n Bcemy mupy. NpuHMMaa BO BHUMA-
HWe, 4YTO faHHad MyTauMa B TOMO3UTOTHOM COCTOSHUM
NPUBOAUT K OCOOGEHHO TAXENbIM KAWHUYECKUM (op-
Mam MYKOBWCLMA03a, OCTAeTCA 3arafil04HbIM CTO/b JOSITOE
coxpaHeHwue ee B nonynaumnax. MpegnonaratoT, 4TO hak-
TOpOM oT60pa reTepo3nroT mytauum AF508 mornm 6biTb
annaeMun xonepbl. Henb3d WUCKNKOUYUTL, YTO TFeTepo-
3UroThl ObINN Gonee yCTOWYMBbLI K 06€3BOXXMBAHUIO.
MonaratoT, 4TO 6n1arofaps U3MeHEeHUIO 3/1IeKTPOJIUTHOTO
6anaHca Ha MOBEPXHOCTU 3MUTENUANbHBLIX K/IETOK re-
Teposnrotel mytaumn AF508 MMelT MNOBbIWEHHYIO
Pe3NCTEHTHOCTb K TybepKynesy, TUdy, rpunny, mansapuu,
6y60HHOI yyMe n pgaxe cugunucy [6]. CknagbiBaetcs
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nneyvatneHue, 4To B reTepoO3UroTHOM COCTOSAHUM MYyTa-
UM reHa MyKOBMUCLMAO3a AEWCTBUTENIbHO OKasblBatoT
onpegeneHHoe 61aronpuATHOe LeACTBME M NMPU HEKO-
TOPbIX YCNOBUAX MOTYT BbICTynaTb B KayecTBe MO3W-
TMBHOIO0 CenekKTUBHOro (aktopa. OTHOCUTCA NN CKa-
YaHHoe TO0/bKO K AF508 unu pacnpocTpaHAeTcs M Ha
Apyrve MyTauuMu 3TOr0 reHa, OCTaeTCs HEW3BECTHbIM.
CornacHo K/iiacCMYeCKMM NpeAcTaBfeHUAM MeLULWH-
CKOW reHeTWKW, CTO/Ib BbICOKAs 4acToTa MYKOBUCLM-
[03a Morna 6bITb CNeACTBUMEM CepUn MyTaLMin 3TOrO reHa
B LOUCTOPUYECKYH 3Mnoxy (HO yXe nocne BblAeneHus
pac) ¢ nocnepywLwen cenekumen U reHeTUYeCKUM
APeNnthom 3TUX HaCNeLCTBEHHbIX MU3MEHEH I B MpoLecce
MUrpaLmy HacefneHus n OPMUPOBAHUA ITHUYECKUX
rpynn [6].

MpepctaBfeHNa O HEKOTOPbIX (PEHOTUNMUYECKUX
npevmyLecTsax reTeposnuroT, HeCMOTPA Ha HEKOTO-
pyto hakTuUeckyto 060CHOBAHHOCTb, NMOKa HeMb3s pac-
cMaTpuBaTbh KaK OKOH4YaTenbHble. HakannueaeTcs Bce
6onble faHHbIX, CBUAETeNbCTBYHOWNX N 06 obpar-
HOM. TakK, Yy 60MbHbIX TAXENbIMU XPOHUYECKMMU 3a-
60n1eBaHNAMN AbiXaTeNbHbIX NYTEW U Nerkux B nocneg-
Hee BpemMsa BCe valie ONpeAenfalT Hanuyue myTtauumii
reHa MykoBucumaosa, ocobeHHo AF508 B reTeposu-
FTOTHOM COCTOSHUM.

Kpome AF508, B HacTosLLee BpeMs 0OHapPYXXeHO CBbl-
we 700 gpyrux myTtauuit. BONbWWHCTBO M3 HUX Mpes-
CTaB/IeHO crnopajguyeckumun cnydasmu. Bmecte ¢ Tem,
HeKOoTOopble N3 HUX (Hanpumep, G551D, R553X, G542X,
N1303K) moryT cocTaBnaTb A0 5 % BCex MYTaHTHbIX
XPOMOCOM B HEKOTOpbIX nonynauusax 6enoi pacsl [13].
HekoTopble MyTauuy reHa MyKOBMCLM03a XapaKTePHbI
4119 OnpefiefieHHoro pernoHa (Hanpumep, 1677delTA —
ana nonynauum MpuyepHomopckoro 6acceitHa [14]),
Apyrve — Ona OTAEeNIbHbIX 3THUYECKMUX TFPynn Uin Ha-
unii (Hanpumep, myTtauuna W1282X BcTpevyaetcs No4YTH
NCKNIOYNTENIbHO Yy eBpeeB-allkeHasn [15]). BmecTe ¢
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TeM, 4O CUX MOp He O06GHApPYXXeHO HW OLHOW MyTauuwu
reHa MyKoBMCLMA03a, CTONb LWMPOKO pacnpoCcTpaHeHHON,
kKak AF508. Bo Bcem mMupe, B TOM 4YuUCNe U B YKpauHe,
NPOAOMKAETCA aKTUBHbINA MOUCK APYTUX OCHOBHbLIX MY-
Tauuii. BbicKkaszaHa runortesa, 4To Kaxjas 3THUYecKas
rpynna [Jo/mKHAa WUMeTb CBOM CNeuupuyecknini cnekTp
He-AF508 myTauuii reHa MyKoBUCLMAO3a.

CornacHo nocfiefHUM faHHbIM [16], nepBUYHbBIN NO-
BpeXJawwmnii apdekT MyTauuii reHa MyKoBucCLMA03a
Ha MOJIEKYNAPHOM YPOBHE MOXET peann3oBbliBaTbCs B
pe3ynbTaTe HapyLlleHnUs cneayrowmnx npoueccos (puc. 3):

1L CwuHTe3a 6enka TpaHCMeMOpaHHOro perynaTop-
HOro 6efiKa MyKoBMCLMAO03a.

2. MpoueccuHra 6enka — rNUKO3NNMpoBaHune, oc-
thopunupoBsaHue.

3. Perynaummn QyHKuum Genka TpaHCMeMOpPaHHOrO
perynaTopHoro 6esKka MyKoBucCLMAO3a.

4. NpoBefeHns NOHOB XJ0pa.

3 aToro cnepyert, 4To B cayyae Mmytauuu 1-ii rpynnei
6nokupyeTtcd caMm Mpouecc CUHTe3a TpaHCMembpaH-
HOro perynatopHoro 6enka Mykosucuuposa. Mpu my-
Tauumn 2-ii rpynnbl HapyLllaeTcsa NPOLECCUHr, T. e. CO-
3peBaHue MNepBMYHOro 06eNIKOBOr0 NPOAYKTa reHa my-
KOBUCLMAO03a, a TaKXXe ero HopmasbHas mMurpayus ums
3HA0MNNa3mMaTnYeckoro petukynyma B MembpaHy anu-
TeNNnanbHbIX KNeToK. VIMEHHO TakoB MeXaHW3M [ei-
cTBua myTaumnm AF508.

TpaHcmeM6paHHbIA perynaTopHblil 6e/10K MyKOBMUC-
LMao3a B cnydae MyTauum 3-in rpynnbl CNOCOGeH HoOp-
ManbHO A0CTUTaTb KNeTOYHOW MemMbpaHbl U BCTpau-
BaTbCA B Hee, O4HAKO NpoLecc perynayumu ero QyHKLMm
c nomMmouwbio AT® NOAHOCTLIO HapyllaeTcs.

B HacTofLwee Bpemsa 06HapYyXeHO CPaBHUTE/IbHO Mano
MyTauuin, 3aTparnBaroLinx MemMopaHoCBA3aHHbIE YaCTK
6enka (4-a rpynna). Takue myTauuu, HeCMOTps Ha
MoYTV HOPMasibHYH NoKannsaumno B MembpaHe v BMnosiHe
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Puc. 3. MepBUYHbIA MexaHW3M AeicTBMA MyTauun reHa CFTR:

1 —3Hpgonnasmatnyeckas cetb (3P); 2 —knacc 1 —pedekT
npoaykKummn 6enka; 3 —knacc 2 —paedeKT NpoLecCcuHra,;
4 _ knacc 3 —paedekT perynaumn; 5 —knacc 4 —pgedekT
nposefeHns noHos Cl

afileKBaTHble NPOLECChl perynsayumn, NnpuBoOAAT K TOMY, YTO
NMPOBOAVMMOCTb NOHOB XJIOpa 3HAYUTENBHO CHUXaeTcH.

[aHHble, nosiyyeHHble B MOCNefHee BpeMs, CBUAe-
TEeNbCTBYIOT O TOM, YTO pasHble MyTauun reHa MykKo-
BMCLMA032 HE TONbKO MO-pasHOMY BAUAKT Ha Mpo-
BOAMMOCTb MOHOB , HO M OKa3blBalOT Pas/MyHOe BO3-
JencTBMe Ha CNOCOOGHOCTb TPaHCMeMO6paHHOro pery-
NATOPHOro 6esKka MyKOBMUCLMAO03a PEryimpoBaTh Apyrue
XNIOpHbIE KaHanbl Knetku. Tak, myTtauus G551D 6no-
KUPYeT He TOMbKO CaM X/I0PHbIA KaHan, HO v NpensT-
CTBYeT ero akTuMBauuu, Torga kak mytaumna A551D, oT-
HocAllascsa K TOW Xe 3-i rpynne, He HapylwaeT pe-
FYNATOPHbIX PYHKUMIA 6eNKOBOro MPoOAYyKTa reHa my-
Kosucumposal 17].

2- 7173
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B HacTofilee BpemsA CBeAeHWA O MepBMYHOM OMO-
XWMUWNYECKOM [e(eKTe MOoJIyYeHbl TOIbKO B OTHOLLIEHUN
CPaBHUTENbHO HEMHOIMX MyTauui reHa MyKOBUCLM-
fo3a. KakoB mexaHW3M [eNCTBMS OCTalbHbIX MyTauuni
3TOr0 reHa U Kak OHW NMposABNAKT Ce6s Npu coyeTaHUm
pasHbiX MyTauuii y O04HOro 60/IbHOr0, OCTAeTCs Heuns-
BECTHbIM W TpebyeT AeTanbHOro aHanmsa.

PaccmaTpvBas BOMPOC O MyTauuax reHa MYKOBUC-
ungo3sa, Heo6XoAMMO MOLYEPKHYTb, YTO B HaCTOALLee
Bpemsa B cTpaHax 3anagHoi Esponbl n CeBepHoli AMe-
PUKN UHTEpPEC K MOUCKY HOBbIX MyTaLuii 3HAYNTENbHO
ocnaben. O6bACHAETCA 3TO MpeXje BCEro Tem, 4YTO B
60NbLWMHCTBE 3TUX CTPaH YXXe UAeHTUMunLUMpoBaHo 60-
nee 90 % myTauuii, T. e. HaligeHO nofdaBnsouiee 60/b-
LWWHCTBO BCeX BO3MOXHbIX MyTauuid 3aTtoro reHa. llo-
MCKMN HOBbIX MyTaLMii onpaBjaHbl TONIbKO B TeX CTpaHax,
rAe Yncno NAeHTU(PULNPOBAHHbBIX MyTaLuUii HEBENUKO, B
4aCTHOCTU B YKpauHe.

Wcecnepysa BapuaHTbl FeHHbIX MyTauuid y Habnwopgas-
lWmMXca HaMW B YKpanHcKom LleHTpe no neyeHunto v au-
arHOCTUKEe MYKOBMCLMAO03a 60/bHbLIX, Mbl MpoaHanu-
3MpoBany KOppensauuto reHotuna v eHotuna B Teye-
HUM 3aboneBaHua. bnarogaps BbICOKON 4acToTe roMo-
M reteposnroT myTtayum AF508 (cooTBeTcTBEHHO 38,89 %
n 31,49 %), yganocb fetasibHO npoaHanM3npoBath e-
HOTUNWUYECKNE NPOABMEHUSA LaHHOW MyTaunn, CPaBHUTb
KNMHUKY Y 60NbHbIX C HANMYMEM [AHHOW MyTauum u c
HEBbISICHEHHbIM BapuaHTOM FeHHoW myTtauuu. B 95,2 %
C/ly4yaeB B romM0o3urotHom u B 94,1 % cnyyaeB B retepo-
3UFOTHOM cocTosiHMKM MyTauusa AF508 accoununpyetcs
C NaHKpeaTMYeCKOM HepfocTaTOYHOCTbI. B 66,7 % Ha-
6ntoaeHuii cpeam romosnrot AF508 n B 47,1 % cny4daes
CpeAn TeTepo3uroT MepBble MpU3Haku 3aboneBaHud
pa3BMNMChL B Nnepnof HoBopoxaeHHoe™ B 4,8 % crnyvaes
cpeau romo3nroT U B 5,9 % cnyvaes cpeiun reteposurot
MaHupecTaynen MyKoBucumnaosa 6bl1 MEKOHMANbHbIA
nneyc.
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TeueHuve 3a60/1eBaHNA pacLeHNBaNoCh Kak TAXenoe,
nporpeagneHTHoe y 81% romo3nrot myTtaunm AF508 un y
53 % reteposnror.

TSXKeCTb COCTOAHUSA OONMbHbIX, MPOrPeANEHTHbIA Xa-
pakTep 3aboneBaHMa B HacTosAllee BpemMs OMpeaens-
I0TCA B MNEepPBYH 0Yepedb COCTOAHMEM OpPOHXO-Neroy
HOW W CepheyvyHO-COCYAMCTOW CUCTEM, KOTOpPOe He-
nocpeACcTBEHHO CBA3aHO C KONOHM3aumnen 60/1bHOI0 My-
KOUAHbIMW (OpMaMMn CUHErHOWHON nanoyku. Mbl
OTMeyanu paHHw (B BO3pacTe [0 2-X JIeT) KOJIOHMU-
3aumio Ps.aeruginosay 81 % romo3surot myTtayum AF508
ny 294 % rerepo3nrot. KnamHuyeckue n ¢yHKLMO-
HanbHble NPU3HaKW NerovyHoro cepgua o6binm obHapy-
XeHbl y 19,1 % romosurot mytauum AFS508. Ond wn-
NOCTpauun BbllWECKA3aHHOT0 MPUBOAUM BbLIMUCKU W3
NcTopuin 60ne3Hen HabNAABLLINXCA HaMU BONbHBIX.

BonbHol C., 11 net (nctopmsa 6onesHn Ne 6303). KnuHum-
YeCKWUI AUarHo3: MyKOBUCLMAO3, TSXKEN0e TeUeHune, naHkpe-
aTnyeckas HefJOCTaTO4HOCTb; MHEBMOCK/1EPO3 6a3aibHbIX OT-
[leNI0B NErkmnx, GPOHX03KTa3bl; ero4Hoe cepaue; unmnapHbli
LMPPO3 MeyveHn. XKanobbl Ha NOBbILLIEHNE TeMMepPaTypbl Tena
Jo 38 °C, yacTblii Kallenb C TPYAHOOTAENseMOVi MOKPOTOM
3€/1eHOT0 LiBETa, OAbILLIKY B NMOKOE.

AHaMHe3 >Ku3HN. ManbymK OT nepBoli 6epeMeHHOCTM K
pofoB. BepeMeHHOCTb MpoTeKana € yrpo3oil npepbiBaHUS U
TOKCMKO30M B MEPBOI MOMOBUHe. Poauncs AOHOLIEHHbIM C
maccoii Tena 3400r. Haxogusnca Ha rpyaHOM BCKapM/IMBaHUM
fo 1roga. Bnepsble 3a601en OCTPOMi NHEBMOHWEN —B Tpex-
MeCsiYHOM BoO3pacTe. Torfa >e MOsBU/ICSA XWUPHbIA, Heyc-
TONYMBbLIWA, 3N0BOHHBIA CTyN. Ha nepBoM rogy >»XusHu 8 pas
60nen oCTpbIM GPOHXUTOM W MHEBMOHMENR. B pganbHeliliem
obocTpeHns 3abonesaHus HabnwogaroTcs 4—5 pas B rogy.

Matb Masibymka CTpafaeT XPOHWYECKUM XONeuUCTUTOM.
Ortel, 300p0B.

O6BLEKTUBHO: COCTOAHNE pebeHKa TKenoe, 00yCNoBIEHHOE
BbIP2XXEHHOWN [bIXaTe/IbHON HefoCTaTO4yHOCTbI0. OTCTaeT B
(hnsnyeckom passutum. Poct — 130 cm, Macca Tena — 25 Kr
(napameTpbl pocTa U Maccbl HUXe 3 LeHTUns). YactoTa Abl-
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XaHus B nokoe —40 B 1MuH., yacToTa nynsca — 120 B 1 MuH.
Koxa 6nefHas ¢ cepoBaTbiM OTTEHKOM, BblpaXKeHbl aKpoLu-
aHo3 1 nepuopbuTanbHble TeHW. pyaHas Knetka 604K006-
pasHoM (HOPMbIl. YTO/LLIEHWNE KOHLIEBBIX (PasiaHr MasibLes Mo T1ny
«bapabaHHbIX NasioyeK», HOFTN — «YaCOBbIX CTEKO/».

Mpn NepkKyccum Nerkmx y4vyacTKM YKOPOYEHHOro mnep-
KYTOPHOrO 3BYKa YepefytoTcs C yyacTKamy TumnaHuTa. Ayc-
KyNbTaTVBHO: B HUXHWUX OTAenax ocnabfieHHoe AbixaHue,
ANDOY3HO BLICNYLIMBAIOTCA CyXMe U eMHUYHbIE BNAXHbIE
MenKony3sblpyaTtble Xpunbl. [edaTenbHOCTb cepAua pUTMmY-
Ha. TOHbI rayxue. >KUBOT yBenu4yeH, B3AyT. [leyeHb BbIC-
TynaeT u3-nog Kpas pebepHoi ayru Ha 4 cMm, NNOTHasA, Kpai
ee 3aocTpeH. CeneseHKa BbICTyMaeT u3-noj Kpas pebep-
HOI fyrv Ha 10 cM, nnoTHas, 6e36one3HeHHas. O6LMIn aHa-
/N3 KPOBM: apuTpoumnTbl — 4x1012n; remornobuH 134 r/n;
nerkoumTbl —4,8x109r/n; rpaHynoumTbl 303MHOMUIbHBIE —
4%; nanoykosifepHole —3% CerMeHTosAepHble —62%; M-
oumnTtel — 21%; MoHouMTEl — 9%, CO3 —l1lmm/u. Xno-
pugbl nota — 170,6mMmonb/n. Tumonosas npoba — 12 SH.
MpoTeonuTMyecKas akTMBHOCTb Kana OTCYTCTBYeT.

Ha peHTreHorpamme OpraHoB rpyfHONM K/IETKU onpeje-
NAKTCA B3AYTWE NIErOYHON TKaHW Mo nepudepumn, HeoaHO-
POAHOE CHUXeHWe MHeBMaTMU3aLuy 3a CUET YCUNEHUA W fe-
(hopmauun fIero4yHOro pucyHka ¢ (YUOpPO3HLIMN N3MEHEHM-
MU N NIOTHBIMWA 04aroBbIMM TeHAMU. KOPHU NIerkmx pac-
LUMPEHbI, YNIOTHEHbI. Peakumns MeX40n1eBol NneBpbl Crpasa.
JNleroyHoe cepaue.

Mpn MUKPOBGUONOTMYECKOM UCCNES0BAHUM MOKPOTbI Bbl-
feneHa Ps.aeruginosa.

Mpy¥ MMMYHONOrMYECKOM WUCCNEeLOBaHWUMN BbISB/IEHO pe3-
KO€e CHWKeHMe (aroymMTapHO aKTUBHOCTN HENTPOPUIbHBIX
rpaHyo0LuMTOB Ha BCeX 3Tanax (paroumTosa, 3aBepLUeHHOCTb
(haroumnTOo3a OTCYTCTBYET.

Mpn ynbTpa3ByKOBOM MCC/IEA0BaHMN OPraHOB OPHOLLHOMA
MOMIOCTU BbISB/IEHO YBE/IMYEHWE NEeYeHN Ha 4 CM, B OCHOBHOM,
3a cyeT nesoi fonu. CTpyKTypa ee HeoAgHOpOAHa, MNOBbl-
LUEHHOM 3XOreHHOCTU. XKeNuHbliA My3blpb HOPMa/IbHLIX pas-
MepoB, CTEHKW ero pes3Ko YTOJIeHbl. [T0/10BKa nogxeny-
[IOMHON >Kene3bl — 18 MM, Teno - 17 mm (Hopma 14 mm),
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XBOCT — 17 mm (Hopma 14 mm). CTpyKTypa TKaHW >Xesnesbl
HEOAHOPOAHA, MOBbLILLIEHHOW 3XOr€HHOCTMU.

Mpy MONEKYNAPHO-TeHETUYECKOM WCCefoBaHUM 06Ha-
pyxeHa myTaumsa AFS08 B roMo3MroTHOM COCTOSIHUW.

MyTayumn R553X 1 G551D BCTpeyanmchb B 04HOM Hab/to-
JeHUV Kaxaas B KOMNayHAHOM reTepo3uroTHOM COCTOSHUN.

Y 6onbHOro M. ¢ myTaumein R553X Mbl Habnwogann Ts-
Xenoe, NporpefueHTHOe TeyeHWe CMeLaHHOW (OopMbl My-
KOBWCLMA03a, OC/OXKHMBLUEECA ANCTa/IbHbIM WHTECTUHASb-
HbIM 06CTPYKTVBHbIM CUHAPOMOM. B Bo3pacTe 12 et 60/1bHOM
M. ymep.

Y 6onbHOW K., KoTOopas 6bina Hocutenem myTtauum G551D,
HabN4anoch CPefHETKEN0e TeYeHe CMeLlaHHON (hopMmbl
3aboneBaHuA.

Takum 06pa3om, KAMHWYECKOE TeYeHWe MYKOBWUC-
LMA03a BO MHOIFOM OMpeaenseTcs NepBMYHbIM NOBPEX-
jalowum ahdeKToM MyTauuin reHa MyKOBUCLMA03a;
AF508, He npenATCTBYA TpaHCNAUWKN, HapyLlaeT TpaHc-
nopt 6efika Tak, YTO OH He JOCTUTaeT anuKasabHON MeM-
6paHbl KMeTKW W, cnefoBaTe/lbHO, MOTOK MOHOB X/jo0pa
yepe3 KaHan OTCYTCTBYeT. OTUM 06bACHSAETCA TAXKe-
nasi KNMHNMKa 3aboneBaHnsi, 0CO6EHHO y romo3nrot AF508.

MyTaumnsa R553X oTHocuTCcA K 1-1 rpynne myTtauuid,
BbI3bIBAK L MX HapYLEHNEe CUHTe3a TpaHCMEMOPaHHOTO
perynatopHoro 6enka mykosucuupgosa. OHa Bbi3biBaeT
obpas3oBaHuWe CTOM-KOAOHA, MpeKpalwarliero Hapa-
WwueaHne 6enkoBoin uenn TPEM.

G551D oTtHocuTcA K 3-i1, 60Niee «MATKOM» rpynmne
MyTauuii, KOTOpble He 3aTparuBalT MPOLECCUHT 6en-
Ka. XNOopHbIli KaHan opmupyetcs, HO (DYHKLUOHU-
pyeT meHee 3 (heKTUBHO, YeM B HOpPME.

NHTepecHbIM (hakTOM fABNAeTCA TO, YTO MyTauus
K117H B romMo3nrotHOM COCTOSHWWU WAWN Yalle B KOM-
nayHge ¢ Apyrumun myTtaumamu, B Tom umcne ¢ AF508,
o6HapyXwuBaeTcs y NayueHTOB C BPOXAEHHbIM OTCYT-
CTBMEM CEMABbLIHOCAWMX KaHanbues. MNpu 3aToOM Ku-
HMKa MYKOBUCLMAO03a Y HUX, KaK NpaBunio, oTcyTcTBYyeT
WM 0YeHb cTepTa.
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Kpome orpomHoro pasHoo6bpasus MyTauuii camoro
reHa, Ha WX NPOSBMEHWE O0Ka3blBAalOT CyLLeCTBEHHOe
BAUAHUE WU Apyrue reHbl. OfHAKO UMEKTCA [aHHble,
CBUAETeNbCTBYHOLWME O TOM, YTO (PEHOTUNUYECKME NPO-
fBNeHns 3aboneBaHUs MOryT 3aBUCeTb OT COCTOSIHMA
reHoB r1aBHOro f10Kyca ructocosmectumoctu [18].

B 1993 r. MexayHapogHbiM KoHcopUMyMOM NO K3Y-
YEHWIO TeHeTUKN MYKOBUCLMA03a Oblia paspaboTaHa cre-
LManbHas aHKeTa KIMHUYECKUX NPU3HAKOB U pe3ynbTaToB
NAeHTUPMKaLUM MyTaunii, No KOTOPOM U NPOBOAMNOCH
cpaBHeHMe. OCHOBHbIM MPENATCTBUMEM A8 MOAO0OHbIX
nccnefoBaHuii 6bin1a HU3KasA YacToTa MyTauuia, a Takxe To,
4TO B NOAABAAOLWEM OONbLIMHCTBE CyYaeB 60/bHble OblN
HOCUTENSIMW ABYX pasHbiX MyTauui. Mpuyem OAHON U3
HUX Yalle Bcero 6bina Mmytauma AF508, Torga Kak gns Bbl-
ACHeHMA 60/iee YETKON 3aBUCMMOCTU HEOOXOAMMO M3Yy-
YyeHue NPosABIEeHUA MyTaLumn B rOMO3UTOTHOM COCTOSHUMN.

[aHHble, NoNyYyeHHble B pe3y/ibTaTe UCCNefoBaHWUIA, No-
3BOJIAIOT CAeNaThb BbIBOA, YTO TEPMUHUPYIOLLME MyTaLNK,
T. €. MyTauuu, ocTaHaBnMBarOWue CUHTE3 TPAHCMEMO-
PaHHOro perynaTopHoro 6enka MyKoBuCLMA03a, KIUHU-
4YecKU NPOABNATCA KakK (POpMbl MYKOBUCLMAO3A C TH-
XeNbIMW KULEYHbIMU U NEroYHbIMU MPOSABIEHUAMU.
Takoli PeHOTUNNYECKNIA 3PMEKT KOPPennpyeT He TONbKO
C (hyHKUMel 6enka KakK X/IOPHOro KaHana, HO U Kak pe-
rynatopa Apyrux XJIOpHbIX KaHanoB KNeTku. Te myTtauuu,
NPy KOTOPbIX PEerynaTopHble QYHKUUN TpaHCMeM6paH-
HOro perynaTopHoro 6enka MyKOBMCLMAO3a elle CO-
XPpaHATCA, Kak Npasuio, KOPPenmpyrT CO CPaBHUTENbHO
cnabo BbIpaXXeHHOI nerovyHoi natonoruneii [17].

OTAenbHOro paccMoOTpeHns 3acnyxusaeTt npobnema
(heHOTMNA M TEHOTUNA NPU U3YUYEHUN PenpOLYKTUBHOM
(hYHKLUU 6ONbHBIX MYKOBUCLUA030M U (DEHOTUMUYECKN
HOPMa/bHbIX /AL C a30CnepMuein M BPOXAEHHbIM OT-
CYTCTBMEM CEMEeHHbIX NMPOTOKOB.

N3BeCTHO, YTO Y reTepo3nUroTHbIX HOCUTeNen myTa-
LW reHa MyKOBMCLMAO03a PENpOfyKTUBHAA (PYHKLUA
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He HapyLleHa, a N0 HEKOTOPbIM JaHHbIM [aXe HEeCKO/IbKO
MOBbILLEHA.

B nocnegHee Bpems nosBUAUCH COOGLEHUS O TOM,
4yTO Y NN, C a3ocnepmuelnt u 0CO6EHHO C BPOX/AEHHbIM
6unatepanbHbiM OTCYTCTBMEM CEMSABBIHOCALWMX MPO-
TOKOB pe3K0 yBenunyeHa yactoTa myrtaymm AF508 [19].
[anbHeldlwmnii aHannM3 nokasan, YTo Hapsagy ¢ MyTauunen
AF508 y Takux 60/bHbIX BCTpeyarwTCca W Apyrne my-
Tauum reHa mykosucumpgosa — G542X, R117H [20].

MpepnonaralT, YTO HabAOAAEMbI MATONOTNUYECKWNA
ahekT 06YCNOBMEH HE TeTepO3UTrOTHbIM HOCUTESb-
CTBOM OMNpefeneHHbIX MyTauuii reHa MyKOBUCLMUA03a, a
HanMYMeEM MOKa HeWAeHTUMULUPOBAHHbLIX MyTauui
3TOr0 reHa Ha Apyrux xpomocomax [21].

Takum 06pa3om, BbiiBIEHWE MePBUYHbLIX 3PPEKTOB
MyTauui reHa MyKOBMCLMAO03a WMEET He TO/NbKO Ha-
YYHOE, HO M MpakKTu4yeckoe 3HayeHue. lMpexae BCero,
3TO OTHOCUTCHA K BbIGOPY paLnoHaibHON CXeMbl fieye-
HUSA KaXXA0ro 601bHOro0, Tak Kak B 3aBUCMMOCTU OT TuMa
MyTauuii 06bEKTOM KOPPEeKLMU MOryT ObliTb pasHble
npoueccbl: co3peBaHue, TPaHCNOPT UM (YHKUUM ca-
Moro 6enka, TpaHCMeMbGpPaHHOrO PerynsTopHoro 6enka
MYKOBMUCLMA03a.

["haBa 3
[MpeHaTas/ibHbIe U NOCTHaTa/IbHbIE
naTomMopgosiornyeckmne N3smMeHeHuUs

npnu MyKOBUCLMNA03€E

MatoreHes NOpaXeHWUs pasIMUYHbIX OPraHoOB U CU-
CTEM MPU MYKOBUCLWAO3e CBS3aH C Bble/fleHNEM 3K-
30KPUHHbLIMWU Xene3amMu CekKpeTa MOBbLIWEHHON BA3-
KOCTW, a TakKXe MOBTOPHbIMU OPOHXO0-NEroOYHbIMU WH-
hekumnamn n KonoHusaumnein Ps.aeruginosa.
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[bixaTenbHasa cucrtema

Ncknoyas cnyyvam cMepTu HOBOPOXAEHHbIX OT Me-
KOHWAaNbHOr0 uneyca, NOpPaxeHwe AblXaTeNbHOW cuUcC-
TeMbl C pasBMTWEM NEroYHO-cepAedyHoOl HepocTaTou-
HOCTW ABNSETCA OCHOBHOW NMPUYUHOW CMEPTU NpU My-
KOBMCLMA03E.

BepxHue AbixaTeNbHble NyTU

Mpn MYKOBUCLWAO3e Yalle MOpaxawTcd BepXHUe
AblxaTefibHble NyTW. CNU3NUCTbIE XeNle3bl HOCOBOW Ya-
CTWU TNOTKMN BbIAENAIOT TAKOM e BA3KUIN CeKpeT, KaK U
Opyrvie 3K30KPWHHbIE Xene3dbl. I3MeHeHnd oTmeya-
IOTCA U B OKO/TOHOCOBbIX Masyxax, 4To NPpUBOAUT K pas-
BUTUIO MaHCUHycuTa. MO JaHHbIM pas/inyHbIX aBToO-
poB, y 7—20 % 60/IbHbIX AMArHOCTUPYIOT MOMUMbI HOCA
[22]. Monunbl 4acTO MHOXECTBEHHble U MOTyT ObITb
NMPUYNHOA HapyLleHUs HOCOBOro AbixaHus. C nomo-
Wb TUCTONOTMYECKUX WUCCNefoBaHUn O06HapyXuBa-
IOT MYKO3Hble KUCTbl U TUNEPNIa3uto CAN3UCTbLIX XKe-
ne3. Hanumuyve nonunoB Hoca He CBUAETENbCTBYET O
TAXECTU MaHKpeaTU4yeCcKon HefoCcTaTOYHOCTU M Mo-
paXeHUs Nerkux.

BbisBnaemMble yNbTPaCTPYKTYpPHblE U3MEHEHUS Mep-
LaTeNIbHOro aNUTeNnUa Hecneun@uUUHbl U BK/IIOYAKOT ero
fe30praHn3aunio n pasfinyHble HapyLeHUsa CTPYKTYpbl
pPecHuYeK.

Y HeKOTOpblX 60MbHbLIX B MPOLECC MOXET BOBJe-
KaTbCs TakXXe eBcTaxmesas Tpy6a, YTO NPUBOAMUT K CHU-
XEHUI0 Cyxa U pa3BUTUIO XPOHMYECKOro OTUTA.

HWXHWe gbixaTeNbHble NyTH

MpeHaTanbHble M3MEHEHUA. BONbWMHCTBO aBTO-
POB CUMTAIOT, YTO Jierkue geTeil ¢ MyKOBUCLULO30M NpK
POXAEHUN He UMEKOT NaToNIOrMYeckKnx nameHeHunin [1].
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OfHaKo B HEKOTOPbIX MCCefoBaHMAX NErkKux nnoga Bo
Il TpumecTpe 6epeMEHHOCTM OTMedaeTcs aKKyMynsuus
CNN3M B TPaxeobpoHXManbHbIX Xefe3ax npu oTCYTCTBUU
APYTUX U3MEHEHWI.

MocTHaTanbHble U3MEHEHUS. Y fAeTeil C NepBbIX
OHEN XU3HU 06Hapy>XMBaKT FMCTONOTMYECKNE W3-
MEHEHUA B NlerknX. Y HOBOPOXAEHHbIX, NOrM6Wmx ot
MEKOHMANbHOT0 uneyca f0 NPUCOELUHEHUS NIerOYHOW
MHMEKUNN, BbIABNAKT TFUNEPTPOPUIO NOLCIUIUCTBIX
Xene3, 06CTPYKLUIO UX BbIBOAHbIX NPOTOKOB, rumnep-
Nnnasnio CNU3UCTbIX KIETOK TPaxeu U KPYmnHbIX 6POHX0B
[23]. KonunuyecTBO TpaxeobpoOHXManbHbIX CAU3NUCTbIX
Xene3 y HOBOPOX[EHHbIX C MYKOBUCLMAO30M 3Ha-
YATENbHO MOBbLIWEHO MO CPAaBHEHWUIO C KOHTPO/IbHOW
rpynnon [24].

B panbHeliwem oTMevyaeTcs paclimMpeHue GPOHXMON
1 anbBeos, BOZHMKaeT 06CTPYKUUA Mepupepmuyecknx oT-
[enoB AblXaTe/lbHblX NyTel BA3SKUM OPOHXMaNbHbIM CeK-
peToM, KOTOpbI npeacTaBnseT c060M OYEHb KOHLEH-
TPUPOBaAHHbIN NepeHachblWeHHbI pacTBop. KOMNOHEHTHI
nocrefHero nerko BbINajatoT B 0CaJ0K, KOTOPbIWA ABNseTCA
6naronpuATHON cpefoit Ans pa3BUTUA MUKpo6oB. lMocne
NpPUCcoeANHEHNA WH(pEeKLUN BO3JYXOHOCHbIE MyTW 3a-
MOJTHATCA TYCTbIM CAU3UCTO-THOMHBIM COLEPXUMbIM,
B COCTaB KOTOPOro BXOAAT 6aKTepuasibHble KONIOHWUW, Hel-
TpOo(hUNbHbIE TPaHYNoOLUTbI W ryctas civ3b. Bocnanu-
TeNbHbI NpoLecc NPUBOAUT K OTEKY CAU3UCTON 060-
NOYKN, 06CTPYKUMKU, GpOoHXOCNasmy U elle 6onbliemy
YBE/IMYEHUIO NPOAYKLMMN BA3KOro 6GPOHXMaNbHOro Cek-
peTa, KOTOpPbI/ Bbl3blBaeT 3aKynopKy OGPOHXOB CMU3NUC-
TO-THOWHbIMY MpPo6Kamu M MOXEeT NPUBECTU K pas-
BUTUIO aTefekTa3oB. ATefieKTasbl MOTyT BO3HWKaTb B
pe3ynbTaTte YBeNIMYEHUA MEPUOPOHXMUaNbHbIX NUM®a-
TUYECKMX Y3/10B. Y HOBOPOXAEHHbIX, YMEPLWMNX OT My-
KOBUCLIMA03a, 3aKyrnopka 6pOHX0B 1 BPOHXMON ABNAeTCA
Hanbosiee paHHMM MaKpOCKOMMWYECKUM naTtomopdono-
FMYeCKNUM Npu3HaKkom 3abonesaHus.
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MopaxeHune Nlerkux nNpu MyKoBUCLMA03e HOCUT He-
cneynduyecknii xapaktep. MoaTomy TO/MbKO MO CO-
BOKYMHOCTN U3MEHEHWIN HECKONIbKUX OpraHoB naTosio-
roaHaToM MOXEeT LMarHoCTUPOBaTb MYKOBUCLWUAO3.
MOBTOPHbIE MH(EKLUN BeAyT K PasBUTUIO A3BEHHbIX
OpoHXMTa U BPOHXMONMTA, NPUBOAAWMNX K HeobpaTu-
MO Agunatauumm CTeHOK GPOHXOB C pasBUTMEM OPOH-
X03KTa30B. Hambonee vactoii nokanusauueinr 6poH-
X03KTATUYECKUX U3MEHEHUI ABNAIOTCA BepXHue LONU
000MX Nerkux, npasas cpefHAs LONA, BepXHUEe OTAENb
HWKHUX aoneil. Kak yxxe oTMe4yanocb, HUXe mecTa 06-
CTPYKUUWN CAU3UCTO-THOWHbLIMM MpPoOKamu pas3BuBa-
I0TCA aTefnekTasbl, MMEKLMe Yalle THe34HbIA Xapak-
Tep. Pa3BuTue B TKaHW aTenektasa BOCNAIUTENbHOIO
npouecca 4acto NpMBOANT K abcueanpoBaHuo U op-
MUPOBaHWUIO NapabpoHxmanbHbIX abcueccos. Mcxonom
aTeNleKTaTMYeCKM-NMHEBMOHNYECKNUX 04YaroB fBNAETCH
(hopmupoBaHne PUOPO3HBIX N3MEHEHUI, UMEIOLLUNX, KaK
N GPOHXUT, ANDDY3HbIA XapaKTep.

Mpu MUKPOCKOMMYECKOM UCCMef0BaHUN OPOHXOB
BbIABNAKT C/AM3UCTO-THOWHBINA 3KccyaaT, 00bIYHO
N3bA3BMEHMNE UX CTEHOK, MHUNbTPALNIO HEATPOPUb-
HbIMW TpaHyfnouuTamu, numpounTaMn u nnasmouunTa-
Mu. B 6poHXmMonax Takxe HabnwparTca runepcek-
peuus CAusun, SBNeHUA BoCnaneHus, n3bas3sneHud. bo-
KanoBUAHbIE KNeTKW, KOTOPble B HOPMe He 06Hapy»XMu-
BalOTCA B OGPOHXMONAX, NPONMPEpUpPyrT. IOTUM
06bACHAETCA runepcekpeLns cam3n B 6poHXMoONax.

MporpeccupoBaHune Nero4HOro npowecca B KOHeu-
HOM MTOre NPUBOAWUT K PasBUTUIO OCNOXHEHWUN: pe-
TEHUWOHHbIM KUCTaM, cybnnespanbHbIM Oynnam, CroH-
TaHHOMY MHEBMOTOpPAaKCy.

Mpu ynbTpacTPyKTYPHbIX MUCCNeLOBaHUAX Nerkux
60/IbHbIX MYKOBMCLM030M ONpPeaenstoT Nullb Hecrne-
unpuryeckne U3MEHEHUs, CBA3aHHbIE C HaIU4MeM Tu-
nepcekpeuunmn cans3v n NpuUcoesuHeHnemMm UHGPEKLNN.
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Takum o6pa3om, natonoroaHatoMmyeckas KapTuUHa
nopaxeHns 6GPOHXO0-NEroYHON CUCTEMbl XapakTepu-
3yeTcs onpefefieHHbIMU CTafuAMMN pa3BUTUSA:

| cTagnss — 6POHXM Y GPOHXMONbI 3aM0NIHEHbI BA3-
KM CNU3UCTO-THOWHBIM COLEPXUMbIM C HanM4ynem
60nbWIOr0 Konm4yectBa 6GakTepuit. Mpu MUKPOCKOMM-
YeCKOM McCnefoBaHUM O0O6HApPYXMBAKT anuTennin, 60-
raTbll CAN3UCTbIMW 31EMEHTAMMN, PacnONOXEHHbIN Ha
OTEYHOI, 06MUbHO BAaCKYNAPU30BaHHON MeMbpaHe, UH-
GunbTpUpoBaHHOW NuMOOLUTaMU U TUCTUOLUTAMMU.
Cnunsuctble >enesbl TMNEPTPOPUPOBAHDI.

Il ctagna — 6POHXU M BGPOHXMONbI MEPEKPbLIThHI
npobkaMn N pacliupeHbl, OKPY>XXeHbl 60/bWINMKN BOC-
nanuTenbHbIMU MyhTamn. Habnwogatotcs rnbenb pec-
HUTYATOro 3NUTENNs, aTpopus MbILLEYHON U Ccoefu-
HUTENbHOW TKaHNW CTEHKW OPOHXOB.

Il cTagna —TepMuHanbHaa —agucTasbHble OTAENbI
OpOHXO0B MpeBpaLLaldTCAd B MeLWKKN, 3aM0/IHEHHbIE TycC-
TbIM FTHOEM, CTEHKWN UX UCTOHYEHbI. JTerkoe MOXHO oXa-
paKTepn3oBaTb KakK «pelletyaToe» C MHOXECTBEHHbI-
My abcueccamu, Kuctamu. opaxeHue nnespbl npeg-
cTaBnseT coboi KapTUHY NepunHEBMOHUYECKUX U3Me-
HEHWI, THOMHOIO NNeBpMUTa UIU NUOMHEBMOTOpPAKCa.

C nporpeccupoBaHueM npouecca pa3BuBaeTcs Ba-
30KOHCTPUKTMUBHAA /leroyHas runeprteH3ns, KoTopas
BHa4yase HOCUT ob6paTuMblii xapakTep. 3aTemM BO3HU-
KaloT M3MeHeHUs MpocsBeTa COCYA0B B pe3y/bTare WH-
TUManbHOro unobposa, HocsWMe HeobGpaTUMbI Xapak-
Tep. MNagKoMblWeyHad TKaHb mpopacTaeT B ajibBeO-
NAPHbIE apTepuonbl. AT HapyLIeHUA NpPorpeccupyroT
C BO3pPacTOM 60MbHbIX WU SBAAKTCA OAHOW M3 MPUYMH
KpoBOXapKaHbA.
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CeppZe4yHo-cocyanuctasa cucrtema

N3meHeHNs cepAeyvyHO-COCYAUCTON CUCTEMBI Mpwu
MYKOBUCLMAO03e 06bIYHO BTOPUYHLI. Mpu ayToncuu
Hanbonee 4acTto OGHapyXwuBakwT TMNepTPOPUID KK
Avnatauuto NofocTM NpaBoOro XXenyaouka, gucTpodu-
YeCKMEe U3MEHEHMSA MbllWLbl CepaLa.

[MnweBapuTenbHasa cuctema
Knwku

MpeHaTancHble N3MEHEHNA. B Kuwkax nnoga yxe
c 17-i Hepenn 6epeMeHHOCTU OObIYHO MPUCYTCTBYHOT
rycTble MeKOHWanbHble NPOO6KU. DTU U3MEHEHUS MO-
ryT nporpeccupoBaTb B MEKOHMWaJIbHbIN nneyc, Npu Ko-
TOPOM Habnwpaaetcs MexaHu4yeckas O0OCTPYKUMS AUC-
TanbHOM 4YacTW MNOAB3AOWHONW KUWKK. [pn MUKpO-
CKOMWYECKOM WuCCnefoBaHUM O06HapyXuBaKT runep-
nnasmi 60KanoOBUAHbIX K/NETOK, HEU3MEHEHHble
BOPCUHKN N KPUNTHI.

OO6CTPYKUMSA NAOTHBIM MEKOHUEM MOXeT BecTu K
MW EMNYECKOMY HEKPO3Y CTEHKM KULWKKU C nepdopa-
LUnen n pasBUTMEM MEKOHMWa/IbHOro MepuToHUTA.

MocTHaTanbHble U3MEHEHUSA. Y BCex 60NbHbIX
HabntofaeTcqd paclupeHne npocBeta TOHKUX W TON-
CTbIX KWWOK. TpnM MUKPOCKONMYECKOM WucCClepoBa-
HUM O0BGHAapYXWBAKT paclWMpeHne CAU3UCTbIX Xenes
CTEHKWN KWLIOK, runepnnasnio 60KanoBUAHbIX KNETOK C
NOBbIWEHHOW CekpeLuen CmM3mn B KpUnTbl, Yrubpo3 nog-
CN3NCTOrO Cosx.

MomKenyaouHas »enesa

MpeHaTanbHble U3MeHeHNA. MHoOrne aBTOpbl CO-
06LWAalT 0 BHYTPUYTPOOGHOM NOpaXKeHUn Nogxenynou-
HOW >Xenesbl ¢ 18—20-n Hepenn 6epeMEHHOCTU C Ha-
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NNYMEM PacLlIMPEHHbIX MPOTOKOB U POPMUPYIOLLUMUCSH
Kuctamu [24,25].

MocTHaTanbHble N3MeHeHMA. MaKpOCKONUYECKH
nog)XenyfoyHasa >Kefesa 4acTo He M3MeHeHa, XO0TA B
janeko 3aweplweid ctaguu 3abonesaHWs OHa MOXET
ObITb YNNOTHEHA, AO/NILKN €e MOTyT O6blTb MEKUMK, pa-
300 EeHHbIMY pa3pocLlleiica COeaUHNUTENIbHON TKaHbIo.
NHorpga oTMevaeTcs Hannyume MenKUX KUCT.

MunKpoCcKONUYeckne U3MeHEeHUs NoAXKenyaouyHON
Xenesbl BeCbMa XapaKTepHbl M CUYMTAKOTCA Kaccu-
yeCcKMMK. Yale BCEro OHM pacrnpocTpaHATCsa Ha BCHO
Xenesy, HO MHOrga nopaxarTcsd MPeumyLecTBeHHO
OTAE/NIbHble YacTu: rosioBKa, Teno wuamM xsoct. OTmeuva-
IOT MHOXECTBEHHbIe KMCTbl pa3/IMyHbIX pa3mMepoBs, 06-
pasyrolLlneca BCNeLCTBUE pacClIMPEHUA BHYTPUAOSb-
KOBbIX Y MEX/0/IbKOBbIX NPOTOKOB U auuHycoB. Bokpyr
KWUCT, BHYTPU U MeXAy AONeK paspacTaetca pbixaas u
rpy60BONOKHMUCTAA COeAUHUTENbHAA TKaHb C 04aro-
BbIM CKOMJIEHWEM NUMEMOLUTOB, MakKpo®aros u nnas-
MaTUYECKUX KIIeTOK.

AunHapHas napeHxuMma nofgsepraeTcsa aTpopum u
NOCTENEeHHO 3aMelaeTcad COeAUHUTENbHON TKaHbHO.

OnwncaHbl 4YeTbipe CTENeHU TAXECTU MNOopaxeHus
NoA>KeNnyno4YHOM Xenesbl nNpu mykosucumpose: | —
HakonneHue cekpeta; Il —3k30kpuHHaga atpodusa; Il
— arpogma ¢ numgomartosom; IV — ¢punubpos c To-
TaNbHOW 06nUTepaumeil 3K30KPUHHOMN 4YacTu nopgxe-
NY[0YHOWN Xenesbl C BOBNEYEHUEM MaHKpeaTuyeckKux
OCTPOBKOB [26].

Kpome TOro, mmeroTcA COOOLEHMA O cCny4vasx afe-
HOKapLWHOMbI MOMAXENYAOUYHOW Xenesbl Yy 60/bHbIX
MYKOBUCLUAO30M.

MeyeHb

MopaxeHne nevyeHn BCTpeyaeTcAa MpPakKTUYeCKu y
BCeX feTei, normbwmnx oT MyKOBMCLMA03a, AaXe B ne-
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puoa HOBOPOXJAeHHOCTU. Hambosiee yacTo BCTpeya-
oW Mnecs M3MEHEHNA HOCAT xapakTep nponugepayun
XEeNYHbIX NPOTOKOB C MepunopTanbHbIM BOCMAaNEHUEM
n rnoépos3om ((hokKanbHbIN GUNMAPHBIA LUMPPO3). Y He-
KOTOpbIX nayneHToB (hnbpo3 nporpeccupyeT ¢ obpa-
30BaHMEM MHOXECTBEHHbIX y3/10B. [laHHad nartonorus
ABNAETCA NMPUUYMHOW pPasBUTMA NOPTaNbHOW rMNepTeH-
3MN C TUNepcnneHn3sMoM M pacliMpeHnemMm BeH nuuie-
Bofa. Y 60MbWIKNHCTBA OO0/MIbHbIX BbIABAAKT AUDPY3-
HYIO >XVUPOBYI WH(pUNbTPaUMIO TKaHW nedyeHu. lMpu
MWKPOCKOMMWYECKOM uCCiefoBaHUN 06HapyXuBawT
aKKyMYnauunio BA3KOW CNU3KN B NPOCBETE XENYHbIX NPO-
TOKOB, a TaKXXe MY/IbTUNOKY/IAPHbIe CNM3ecojepxatyne
KUCTbI, IOKaNN3YIOLLMECH B 3NUTENUN U CYOMYKO3HO [27].

Y 12 % 60/1bHbIX MYKOBMCLML030M, BBUAY HapyLue-
HUSA OTTOKa BA3KOW, NMTOreHHOMN Xenyu, guarHocTupy-
0T KaMHU XXenyHoro nysbipsa [28].

MouenonoBasi cucTema

FnomepynsapHble M3MeHeHUsd, 06HapyXwuBaemble Yy
norméwmnx OT MyKoBUCLMAO3a 60/IbHbIX, 0O6bIYHO HO-
CAT BTOPUYHbI XapakTep M ABAAKTCA pPe3ynbTaToMm
caxapHoro gua6eta v apTepuanbHOW rMNepTeH3NN.

Y XeHWMNH aHaToMuyeckume AedeKTbl MOMOBON CKU-
CTEMbl OTCYTCTBYIOT, HO MOBbILEHHAsA BA3KOCTb C/N3M
KaHana Wenkn MaTKu MOXeT OblTb OJHON M3 MPUYMH
6ecnnogns. B fAnYyHMKax 60NbHbIX 0OHapyXuBawT
MHOXeCTBeHHble ONNNKYNAPHbIE KUCTbI [29].

Moyt y BCEX MYXUYMH, CTpajarlinmx MYyKOBUCLMK-
[030M, UMEKTCA aHaTOMMYecKne gedeKkTbl NOSOBOW CU-
CTeMbl, Y 60/blWIMHCTBA — [BYCTOPOHHSAA aTtpe3nsa vas
defferens.
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[haBa 4
MwuKpoburonorna 1 UMmMyHoON0rns
MyKOBUCLMA03a

MopaxeHne OGPOHXO-IEFOYHON CUCTEMbI MPU My-
KOBUCLMA03e HEMoCpPeACTBEHHO CBA3aHO C OCHOBHbIM
MaToreHeTMYeCKNUM MEXaHU3MOM — NPoAYyKLUUen KneT-
Kamun 3nuTenns 3K30KPUHHbLIX XXene3 Cekpeta MNOBbI-
lWWeHHOM BA3KOCTWU, YTO MPUBOAMT K BO3HUKHOBEHWUIO
MEXaHWYECKOro MPenAaTcTBUA OYMWLEHUIO OPOHXOB U
HapylWeHno (QYHKLWN pecHuTyatoro anutenua. 370
co3gaeTt 6aronpuATHbIe YCNOBUA AN Pa3MHOXeHUd
MUKPOOPraHn3mMoB, NPOHUKAIOLWNX B HUXKHUE AbIXaTeslb-
Hble nyTu. MNepcucTtupoBaHue 6akKTepuil B AblXaTesb-
HOW cucteme 60/IbHOrO 3HAYUTENbHO YBENUYMNBaET BA3-
KOCTb MOKPOThI 3a cyeT AHK 6akTepuanbHbiX KNeToK U
HEMTPOPUNbHBIX TPaHy/oOLMUTOB, 3amblkas, Takum 06-
pasom, KpyT 6POHXManbHON 06CTPYKLMN.

OcTpble pecnupaTopHble
BUPYCHblE NHpeKUUK

OPBW, Bbi3BaHHble BMpycamu rpunna A n B, napa-
rounna 1un 3, puHoBupycamu, ageHosmpycamu, PC-unH-
(hekums, 3HaAYNTENbHO CHMXKAaA (PYHKLWOHAaNbHble MO-
KasaTenu nerkux, genawT 60MbHbIX 0COGEHHO BOCMpPU-
MMUYMBBLIMW K BTOPUYHOMN KONMIOHM3aUUN BaKTepusmu.

bakTepunanbHble UHMEKUUN ABNSKOTCA OCHOBHOW
NPUYNHOWN NpOrpeccUpoBaHns NeroYHOro npouecca npu
MYKOBMCLMAO3E.

Staphylococcus aureus, Pseudomonas aeruginosa,
Haemophilis influenzae, Streptococcus pneumonia —
OCHOBHble MWKPOOpPraHuM3Mbl, Bbi3blBatolmMe obocTpe-
Hue 3aboneBaHus.
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[ns 60NbHbIX MYKOBUCLMA030M XapaKTepHa cBoe-
o6pasHasa nocnefoBaTe/ibHOCTb KOMOHMU3aLUN GPOHXOB
pasInyHbIMW MWKpOOpraHusmamun. Y peteid go 1 roga
Hambonee 4yacTo BbigendtT Staphylococcus aureus u
Haemophilis influenzae, pexxe NMHEBMOKOKKM 1 Entero-
bacteriacae. o Mepe nporpeccupoBaHusa 3abonesa-
HWA HEYKNOHHO YBeNMYMBaeTCAd 4yacToTa BbiCeBa CU-
HErHOMHOW Nanoyku, U y feTeil cTapwero so3pacTa u
B3POC/IbIX OHA CTAHOBUTCH LOMUHUPYHOLWMUM MUKPO-
OpraHM3Mom.

XapakTepusysa felicTBMe pa3IMyHbIX aHTUOGNOTUKOB
Ha KOMIOHU3aLuMio pasIMyHbIX MUKPOOPraHU3MOB, MOXHO
OTMEeTUTb, YTO MH{(eKLun, Bbi3BaHHbIe Staphylococcus
aureus, Haemophilis influenzae, Streptococcus pneumoniae,
— B OCHOBHOM, M3/e4nMbl, Torga Kak Pseudomonas
aeruginosa AB/IAETCA OCHOBHON MPUYMHOWK Pa3BUTUSA
XPOHUYECKOT0 MH(EKLMOHHOTO npoLecca B IErKUX.

Pseudomonas aeruginosa — rpaMmoTpuuaTe/bHbIl
MUKpOOpraHnsMm, obuTaTeNb OKpyXalLWein cpenbl,
BCTpevawLWwmniica B BOLOEMAX, UCMIPAXKHEHNAX NOLENA 1
XWBOTHbIX. CUHErHOWHasa nanoyvyka ABMAETCA IHAEMMNY-
HOM ANna 60/bHbIX MYKOBMCLMAO30M BO BCEM MUpe.
Kpome fierkux, oHa KOJIOHW3NPYeTCA B OKOJIOHOCOBbIX
nasyxax. lMpu wuccnepoBaHUM Ce30HHbIX KonebaHWiA
HayanbHOW KOMOHM3aLUWMWN CUHErHOMHON Manouykn B Te-
yeHue 25 neT BbIABWAU, UTO 2/3 KOMOHU3aLUU npouc-
XOAUNO B 3UMHUIA nepuof (OKTA6pb-MapT), Koppenu-
pya ¢ Hannumem OPBW [30]. YcTaHOBMEHO TakXe, 4YTO
pecnmMpaTopHO-CUHLUTUANbHBIA BUPYC MOXET npej-
pacnofaraTb K pasBUTUIO XPOHUYECKOW WHGpeKunn,
Bbl3BAHHOW CUHErHOMWHON nanoykon [31].

CunTalT, 4YTO PUCK MNEPEKPECTHOro MHMMUUMpoBa-
HWA NPU MYKOBUCLMAO3e HO OYEHb MeuK, OfHaKo CO-
rNacHoO COBPEMEHHbLIM 3MUAEMUOSIOTNYECKUM Tpebo-
BaHUAM 60/IbHbIX Aenat Ha CAeAyroLWure rpynnobi:

* 60nbHbIE, Yy KOTOPbLIX HE BblAe/neHa Pseudomonas
aeruginosa;
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* OO/MbHbIE, Y KOTOPbIX OTMEYaeTCA Haya/lbHas KONo-
HM3auna Pseudomonas aeruginosa;

* 60/IbHble C XPOHWYECKON CUHETHOWHOW NH(eKUNENR, y
KOTOPbIX BblfeNeHbl aHTUOMOTUKO-YYBCTBUTE/bHbIE
lWwTammbl Pseudomonas aeruginosa;

* 60/bHbIE C XPOHUYECKON CUHETHOMHONW MHDEKLNEN, ¥
KOTOPbIX Bblfe/ieHbl MHOXECTBO aHTUOMOTMKO-pe-
3UCTEHTHbLIX WTaMMoB Pseudomonas aeruginosa;

» 60/bHbIE C KONOHMU3aument Burkholderia cepacia.
OCHOBHblE TOKCUHbI U PaKTOPbl BUPYNEHTHOCTMN CU-

HErHOWHOM Nano4yku npegcTaBneHbl B Tabn. 2.
HekoTopble TOKCMHbLI —3nacTasa, aJika/imHoBas npo-

Teasa — UrpawT PoSib B Hayane KONOHWU3ALUW CUHETr-

HOMWHOW nanoyku. OHW MNPenAaATCTBYKT Hecneyungu-

YeCKMM U cneununmyecKMM MMMYHONOTNYECKUM Me-

XaHW3MaM 3awWunTbl opraHmu3ma. Mo3xe B TeYeHUMN pas-

BUTUA MH(EKLNN 3HaYeHMe 3TUX (DAKTOPOB CTAHOBUTCH

COMHUTE/NIbHbIM B CBSI3W C UX HeMTpanuisaunen cneuyu-

(hMyecKMMuM aHTUTenamu. Tak, anacrtasa v asKainHoBas

npoTeasa MOryT 6bITb 0O6HapPYXXeHbl B CEKpPeTe BPOHXO0B

B TeYEHMEe NOC/NEeAHNX HECKONbKUX MECALEB NHPEKL NN

[0 o6pa3oBaHMA HeWTpann3auMoHHbIX aHTUTeN. Afb-

rMHaT cYMTaeTCA aHTUIFeHOM, K/IMHUYECKN KOppenupy-

IOWMM C NIOXMM MPOrHO30M MykoBucumpgosa [32].
OK30TOKCUHbLI A 1 S BbI3bIBAOT AECTPYKLMNIO TKAHK

nerknx. OCOBeHHOCTbO CUHErHOWHOW WH(peKuun sB-

nfeTcAa TakXe cnocobHocTb Ps.aeruginosa CUHTe-
3MpoBaTh CAM3UCTYH (MYLMWHOBYH) 060104KY, YyCUIU-

BalOLWY BA3KOCTb OGPOHXManbHOr0 cekpeta W, Kak

cneacTeue, 06CTPYKLMIO GPOHXOB.

Burkholderia cepacia. Okono 20 net ToMy Hasaj
NoABUANCL COOOLEHNA 00 aNUAEMUYECKMUX BCMbILLIKaX
MHpeKUmnii, cBazaHHbIX ¢ Burkholderia cepacia. B Ha-
cToflee Bpema oHa BcTpeyaetcqa B 0,5 % cnyyaes y fe-
Teil nepBoro roga Xu3Hu n B 3,4—5,7 % cnyvaeB y fe-
Te cTapwero Bo3pacTta U B3pOC/bIX.

3- 7173
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Tabnnua 2

OCHOBHble TOKCMHbI 1 (haKTOpbl BUPYIEHTHOCTU
Pseudomonas aeruginosa

DPyHKLUNA
Apresus
Apresuns, chopMmupoBaHue
MUWKPOKOJ/TOHUA
MpenATcTBYOT Hecneundguyec-
KUM ¥ cneundunyeckuMm MexaHus-
MaM MMMYHHOW 3alinTbl
OHAO0TOKCUHBI, OCHOBHbIE KOM-
NOHEHTbl UMMYHHbIX KOMM/1IEKCOB
MpenAaTcTBYOT Hecneundguyec-
KuM 1 cneyudunyecknum (rymopa-
NbHbIM W1 KNETOYHbIM) MeXaHu3-
MaM MMMYHHOrO OTBeTa, MPUCyT-
CTBYHOT B MMMYHHbIX KOMMNaeKcax
LinToTokcnueH (nosbillaeT MeM-
GpaHHYyl0 NPOHNLAEMOCTb K/1ETOK)
Bbi3biBaeT OKCUAATUBHbIN
paspblB MOHOLMTOB
[erpagauuna neuntnHa
B /IETOYHON TKaHU
MNHrmbupyeT xemoTakcuc
MOHOLUTOB
VHrméunpyeT 6nocnHTE3 6€/KOB
YyacTtByeT B aaresuu,
WHTM6MpyeT 6MoCMHTE3 6E/IKOB
Pe3ncteHTHOCTb
K 3-nakTaMHbIM aHTUOGNOTUKaM

®aKkTop BUPYNEHTHOCTHU

XKryTuku

AnbrnHart

deHa3nHOBbIE MUTMEHTHI

Avnononucaxapuabl

dnacTasa, ankannHoBas
npoTteasa

NenkoungnH
PamHonunng,
docgonmnasza C

Jlnnasa
OK30TOKCUH A

OK30TOKCUH S

3-nakrtamasa

MHdekumnn, BoibiBaeMble Burkholderia cepacia, moryt
UMeTb TPU KAUHUYECKME BapuaHTa:

* XPOHMYECKOE aCMMMNTOMATUYECKOE HOCUTENLCTBO;
e nporpeccupoBaHune 3a60neBaHUs B TEYEHUE MHOTUX

MecsLeB C NUXOPafKOA, MPOrpeccuBHON noTepe
mMacchbl Tena;

» 6bICTpPOE, 06bIYHO (haTafbHOE MPOrpeccupoBaHne MH-

(hekUuMN y NaLMeHTOB CO CPEAHETSKENbIM TeYeHUeM
3abonesaHunsa (33].
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Burkholderia cepacia siBnsetcs 60nee pe3svCcTeHTHOMN
K aHTnbmnotnkam, yem Pseudomonas aeruginosa [34,35].

O6Hapy»xeHue y 60/1bHOro Mykosucumaosom Burkholde-
ria cepacia TpebyeT ero u3onauuu ot Apyrux 60sbHbIX.

OfHaKO B HMXXHUX [AbIXaTefbHbIX MYTAX 60NbHbIX
MYKOBUCLMAO30M MOTYT KONOHW3UMPOBATHLCHA TaKXe
MHOTu1e Apyrue opraHusmbl.

XPOHMYECKUI npoLecc Bbl3bIBAOT MYKOUAHbIE (hOp-
mbl Klebsiella, E.coli, Citrobacter, Proteus.

Aspergillus fumigatus BblfZensOT U3 MOKPOTbI 60/b-
WKUHCTBa 60bHLIX MyKOBMUCLMA030M, U B 10 % cnyyaes
OH ABNSAETCA MPUYMHON Pa3BEPHYTbIX KAMHUYECKUX
(hopm annepruyeckoro 6poOHXoNyabMOHaNbLHOIO acnep-
runnesa [36,37,38].

Hawwn paHHble [39], a TakXe pe3ynbTaTbl 06Cneno-
BaHUA 60NbWIOro Konuyectsa 60MbHLIX APYTMMU WUC-
cneposatenamun  [1] cBMAeTenbCTBYKOT O TOM, 4TO Y
60/IbHbIX MYKOBMCLMO30M He BbIAB/IAETCA MMMYHO-
norunyeckas HefoOCTaTOYHOCTb KNETOYHOrO M TyMoO-
pasibHOro TUna.

Takmm 06pa3om, MOXHO CKasaTb, YTO NMPU MYKOBWUC-
LMA03e HOpMasbHas MMMYHHasa cuctema 6opeTca C
MUKPOOpPraHu3aMamm, KONOHU3NPYOLWUMN aHOMAalbHYHO
OPOHXO-NEr0YHY CUCTEMY.

BbICOKMII ypOBEHb CbIBOPOTOYHbIX UMMYHOIN06Y-
nMHoB M un G, onpefensemMbliX Yy 60/bHbIX, HE NPeaoTB-
palwiaeT nporpeccMpoBaHns BOCMasUTeNbHOIO npoLecca
UT0 KacaeTca KNeTOYHOr0 UMMYHUTETA, TO B AUHAMUKE
BOCMAa/INTENIbHOTO Npouecca XapakTepHO YyMepeHHoe
CHWXXEeHNe OTHOCUTENIbHOro M abCconTHOro yucna T-
Knetok [40], He oT/nyaloLweecqd OT aHaNOrMYHbLIX NoKa-
3aTenieil y geteil ¢ XpoHNUYECKUM 6poHxmToM [40,41,42].

Mpun n3yyeHU MECTHOrO UMMYHUTETA [JOKA3aHOo, 4To
XpOHMYeckaa 6GakTepmanbHas MHMeEKUUA BefeT K OC-
NabneHnto MeCTHbIX 3aWUTHbIX (PAKTOPOB OpraHu3Ma.

Mpn nccnepoBaHUM CeKpPeTopHOro IgA B coaepxu-
MOM OpOHXOB, T. €. HEMocpeACTBEHHO B oyare Bocna-
3*
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NeHns, 6bI0 BbIABMEHO abCONKTHOE CHWXXEHUE ero
ypoBHsa [43].

B pe3ynbTate M3y4yeHUs NPOMbIBHOW XUAKOCTU NpK
npoBefeHN OGPOHXOCKONUW onpefeneHbl LOBOJIbHO
BbICOKME MNOKasaTeNn cofepXaHus nusoumma. 3710
CBUAETE/NIbCTBYET 0 paspyweHUn 60MbLWIOro Konuye-
CTBa HEWTPOMMU/IbHBIX TPAHY/NOLUTOB, HaxoAsdWwmUxca B
npoceete 6poHx0B. OfHAKO NpW WCCNELOBAHUM WX
(YHKLMOHANbHOW aKTUBHOCTHU ObINN MOMYYEHbI PE3Yy/b-
TaTbl, CBUAETE/IbCTBYIOLIME O CHUXEHUN UX (DYHKLUN.
HekoTopble aBTOPbI BbICKa3blBAKT rMNOTE3Y, COrNacHo
KOTOPOW npoTeasa, Bblgensemas HeUTPOPUIbHbIMU rpa-
HynounTamy npu aroynTose, CTUMYNMPYET MPOAYK-
LMo cekpeTa Yy 60MbHbIX MyKoBucumgosom [44]. Mo-
NlyYeHHble fJaHHble MO3BOMIUAN CAenaTb BbIBOA, UTO Y
60/bHbIX, 0COBEHHO MOJ BANSHUEM TAXENOr0 TeYeHUs
60/1e3HN, OTMeyaeTcsd MNOCTeNeHHOe HapacTaHue He-
JOCTATOYHOCTK (haroumuTapHOn PYHKLMN.

MHorumMn astopamMmun y 601bHbIX MYKOBUCLUL030M
OnucaHo BbICOKOe, 60/iee YeM B 2—3 pasa npesbillatoLiee
HOpPMY, cofepXaHue LUPKYINPYOLWNX UMMYHHbIX KOM-
nnekcos (UWNK) [45]. BobifiBneHa 4yeTkas Koppenauus
mMexnay yposHem LIMK u TsHkecTbto npouecca, obocTpe-
HUEeM, Ha/IM4yMeM OCNOXHEHWI, XapaKTepoM MUKPOOHO
(hnopbl, KONOHN3UPYIOLLEW [bIXaTe/IbHY CUCTEMY.

BaXHbIM acCnmekToM MMMYHOMOTUN MPU MYKOBUCL M-
[,03e AB/ISAETCA HaNWuMe BbICOKOTO YPOBHA aHTUTENO-
o6pa3oBaHuWsi. MHOrMMK aBTOpPaMU YXe B Hauda/bHbIX
cTaamsax KonoHusauumm Pseudomonas aeruginosa OT-
MeyaeTCcAa HapacTaHue TUTpa aHTWUTeNn. B HacToAuwee
BpemMsa OCTaeTcs OTKPbITbIM BOMPOC O POnU crneungm-
YeCKMX aHTUTen B TeYeHUM MyKosucumposa. [aHHble
MHOTOYUCNEHHbIX MCCNefoBaTesiel HEO4HO3HauYHbl, a
nopoii u npoTwmsopeymsbl. OfHW aBTOPbl CBA3bIBAIOT
BbICOKWI/ YPOBEHb aHTUTEN C OOWMPHLIMU MOBPEX-
LeHUAMU Nerknx n n3bbiTOUHbIM o6pasoBaHnem LUK,
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obnagaroWmx paspywmnTenbHbIM fgelicTBUeM. [pyrue
cyMmTalT 3TOT npouecc 6e3yCcNOBHO 3alWMTHbLIM, CMO-
COOGCTBYHOLLIMM OCYLLECTBAEHNIO (arounTapHOi peak-
unmn [46].

N3-3a HEACHOCTU 3TOro BOMpoOCa He pelleHa Npo-
6nema uenecoobpasHOCTM aKTUBHON UMMYHU3aLUN.

NmeeTca 60nblle AaHHbLIX O MAaCCUBHOW MMMYHM3a-
Unun. MHOTMMU KAUHULUCTAMMWU NOMY4YeH MONOXMUTENb-
HbIl KIMHWUYECKWUIA pe3ynbTaT OT MPUMEHEHUA aHTu-
CUHErHOMHOro MMMYHOrnobynnHa, cofepXXalwero Bbl-
COKMEe TUTPbl aHTWUTEN K CUHErHOWHONW nanoyke u ee
naMnononucaxapupy y 60nbHbIX MyKOBUCLMAO30M. B
HacTosllee BPEMS CTaBUTCA BONPOC 06 aKTUBHOW MH-
AYKUWWU aHTUTen, o6nagarolimx OMNCOHM3NPYHOLLER aK-
TUBHOCTbIO NyTeM paHHel BakuuHauum 60NbHbIX, YTO
MOXeT crnocob6cTBoBaTh 06paTHOMY pasBUTUIO BOCMa-
NUTENbHOW peakumu.

[naBa 5
JnarHoctrnka MyKoBucLMao03a

PaHHAS AMarHOCTMKA W He3amMej/MTe/IbHO HavaToe
neyeHne BO MHOTOM OMpeseNiatoT NPOrHo3 TeYeHUs my-
KOBUCLMAO03a, YNy4yllarT MCUXONOTMYECKY0 U couu-
anbHyt0 aganTauuito 60MbHbIX.

B TMNu4YHbIX cny4yasx AMarHOCTMKa MYKOBUCLMAO03a,
KakK npasu/io, He BbI3blBaeT 0COObIX 3aTpyAHeHui. Of-
HaKo, B CerofHslWHeM MOHUMaHUN 3ab0/eBaHUsA, OHO
BK/IlOYaeT (DEHOTUMUYECKNI A CNeKTp OT XOpowo W3Be-
CTHbIX Pa3sBepHYTbIX KIWUHUYECKUX MPOABNEHWIA B feTcC-
KOM BO3pacTe [0 [ABYCTOPOHHEN BPOXAEHHOW aTpe3nu
CEMABBIHOCALLUX MPOTOKOB Y MYXUYUH 3pefioro Bospacra
6e3 Nero4yHoi M naHKpeaTnyeckol HegoOCTaTOYHOCTW.

OCHOBHbIMU ~ KPUTEPUAMU AMArHOCTUKU MYKOBUC-
LMAo3a ABNAKTCA KOMOMHaUWA XPOHUYECKOro 6GpOH-
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X0-/Ier0YHOro npouecca, XxapakTepHbiX CUMNTOMOB NO-
pPaXXeHNA NULLEBAPUTENBHOTO TpaKTa U 3ajepXKn u-
3MY4eCKOro pasBuTuA, NOBbILLEHHOTO COAEPXKAaHUA 3NleK-
TPONIMTOB B NOTOBOW XXUAKOCTM.

Mo Hawwum gaHHbIM Yy 5%, MO AaHHbLIM APYTrnUx aBToO-
poB [1] y 10—15% 60MbHbIX, MYKOBUCLNA03 MaHuGec-
TUPYEeT B HeOHaTas/ibHbIii NEPUOL MEKOHUaNbHbIM Wne-
ycoMm. PaHHUM nposBneHneM 3aboneBaHUs ABNAETCH
NPOAO/MKMUTENbHAA XO/lecTaTuyeckas Xentyxa HOBO-
POXAEHHbIX.

MpnbnnsnTenbHo y 2/3 60MbHbIX MYKOBMCLMA030M
nocne poXAeHWs 0TMevarTCAa CUMNTOMblI (DEPMEHTHO
HeA0CTaTOYHOCTM NOAXKEeNnyao4Hoi xenesbl. Y 15 % fae-
Teil pesnpyanbHas (epmMeHTHasd aKTMBHOCTb MOAXe-
NY[JOYHON >Kene3bl ajeKBaTHa AN 06pa30BaHMA KAU-
HUYeCKM HOPMaNsbHOro CTyna. dTa NaHKpeaTUUecKwu
«[0CTaTOYHas» rpynna 60/bHbIX FEHETUYECKM Xapak-
Tepusyetca OTCyTCTBMEM MyTauum AF508 mnmn Hanm-
4ynmem ee B KOMNayHAHOM reTepo3UroTHOM COCTOSHUMW.
Y 60MblWIMHCTBA NaLMEHTOB 3TON Fpynnbl HeLOCTaTOY-
HOCTb (DYHKLMMN NOAXENYAOYHON Xene3bl pa3BuBaeTcs
no3fHee, 06bIYHO B TEYEHME MEPBOr0 rofa XX13Hu.

Y 20 % 60/1bHbIX B NepBble 5 fIeT XXU3HU Habnwaa-
eTcs BblMageHue MpAMON KULWKKW. YacTo oTmevatoTcs
npexopgduime Konuku, 06YCnoBfeHHble CKOMJeHWeM B
NOAB3AO0WHON KULWKe BA3KMX KanoBblX Macc, YTO B He-
KOTOPbIX CnyyasxX BeAeT K pPasBUTUIO CUMMTOMOB KW-
WEeYHON HenpoXogMMOCTU. ITO COCTOAHUE SBNSETCH
39KBMBaSIEHTOM MEKOHWaNbHOIro Uaeyca n B nuTepaTtype
0603HayYyaeTCs KakK AWUCTaNbHbIA WHTECTWHaNbHbIA 06-
CTPYKTUBHbIA CUHAPOM.

HepocTtaToO4YHOCTb (DYHKUWUM MOAXENYLAOUYHON XKe-
nesbl W, Kak cfeficTteme, Manbabcopbuus npuBOAAT K
HW3KON npubaBKe Maccbl Tena W 3ajepxke usmyec-
KOro pasuTus.

Opyras rpynna npu3HakoB 3aboneBaHMA CBA3aHa C
notepel 3NeKTPONNTOB C MOTOBOW XUAKOCTbHO. K HUM
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OTHOCSITCS COJIEHbI BKYC KOXMW peb6eHKa U OT/IOXKEeHUe

KpucTansioB Conn no AJMHe BOMOC, @ TakKXe pas3BuTue

3NEKTPOSINTHBIX HapyLWeHUi B BUAe NOTepU CO3HAHUSA

Npu BbICOKOW TemnepaType OKpyXawlwein cpegbl; ru-

noHaTpveMun n rUNoKanvemmyu B COYETAHUU C MeTa-

6onnuyeckum ankanosom (ncesgocmHapom bapTtepa).
OfHako Haubonee 4yacTo NMpuU MYKOBUCLMAO03e Ha-

6nopaeTca pecnupatopHas CMMNTOMatuka. Y pgetei

paHHero Bo3pacta —a3T0 CYXOi Kalleflb, KOTOPbIA N03Xe

CTAHOBUTCA MYUYUTENbHbIM, NPUCTYNO06PA3HbLIM.
Heo6x04MMO BblAeNUTb TaKXe aTUMUYHble BapuaHThl

MYKOBUCLUA03a.

AHTeHaTaNnbHbI Nepuoa.

* Mpn ynbTpacoHorpaumMyeckom uccrefoBaHUU B Ka-
yecTBe MepBOHayYalbHOro Npu3Haka MYKOBUCLMU-
[03a MOTryT 6bITb BbIIBMIeHbl gunataums TOHKUX KWu-
WOK M KanbUn@ukaumns 6pOLWNHbI KaK aHTeHaTasb-
Hble NPU3HAKW MEKOHMa/IbHOro useyca.

MpyaHOI BO3pacT.

o CONeHbIli BKYC KOXW.

* bbicTpoe cmopwBaHMe B BOAE KOXW NafjOHHOW Nno-
BEPXHOCTU KOHLEBbLIX (hanaHr nanbLes.

e OGCTPYKTUBHbIA CUHAPOM.

e 'nnoTpodthusa 6e3 creatopen.

» lnnTenbHas xosiectaTuyeckas Xenryxa.

» MceBgocuHapom bapTepa ¢ runoHaTpuemuen, ru-
nokannemunen n MeTaboNM4YecKUM anKano3om.

* [pusHakn geuumnta ButamMuHa E (remonutnyeckas
aHeMuA, OTeKN).

e MpusHakn gepuunta ButammHa A (BbibyxaHune pog-
HMUYKa, napes NNLEBOro HepBsa).

» emopparvyeckume paccTpoiictsa BcneacTeme agedu-
umta ButammHa K (6onee BepoATHbLI Mpu TPyLHOM
BCKapM/IMBaHum).

Ilpeag0OTKONbHbLIA M WKONbHBIA BO3pacT.
* ACTMa.
* [Monmnos Hoca.
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e PeunanBmpyoume CUHYCUTHI.

e BbinageHne nNpamMoin KULWKWN.

o ANCTaNbHbIN MHTECTUHANbHbLIA OBCTPYKTUBHbBINA CUH-
APOM.
CTapwwuin BospacT.

e HapyweHue TONepaHTHOCTM K FHOKO3E.

YBeNnnyeHune neyeHu.

e MMopTanbHas rUNepTeH3ns Co CNaeHOMeranmen, ac-
LMTOM M pacliMpeHNeM BeH NULLEBOAA.

MoApOCTKOBLIA Nepuof, B3pOCHbIE.

» becnnogue y MyXu4uH, BPOXJAEHHAas [BYCTOPOHHASA
aTpe3ns CeMABLIHOCALUX MPOTOKOB.

» TennoBsoi ypap.

JloToBbIWA TecT

HecmoTpa Ha OTKpbITUE TeHa MYKOBMUCLMAO3a U
MHOXEeCTBa ero MyTauuil, OCHOBHbIM MeTOA4OM [Auar-
HOCTMKMW OCTaeTCcs IOTOBbIN TecT. [oAaBnstoLLee YACNIO
nccnegosatesieil cUMTalOT ero 4OCTOBEPHOCTb PaBHOW
95—99 %. CTaHfapTHbI/ NOTOBbIA TecT Obin pa3pabo-
TaH B 1959 r. Gibson n Cooke [47]. Ana ero npoBegeHuns
HEeo6X0AMMO NoNy4nTb He MeHee 100 Mr MOTOBOW XWA-
KocTn. C 3TOW Uenbl NOTOOTAENEeHUE CTUMYNUPYIOT
npu nomouwmn noHogopesa 0,07—0,15 % pacTBopa nu-
nokapnuHa B TeyeHne 8—10 MnH. KOHUEHTpPaLMIO NOHOB
HaTpuUs ONpeaensatT nyTeM MJaMeHHON (oToMeTpum,
NOHOB X/l0pa — TUTPOBAHUA.

PesynbTaTbl OLEHMBAKOT C y4YeTOM Bo3pacta 60/b-
HOro. Y 340P0BbIX HOBOPOXXAEHHbIX B NepPBble AHU X W3-
HU YPOBEHb 3NEKTPOSIMTOB MOXET HaxO4UTbLCA Ha Bep-
XHel rpaHuue HOpMbl UK OblTb MOBbIWEHHLIM. Y 5—
10 % 340p0OBbIX MOAPOCTKOB WM B3POC/bIX COfepXKaHue
XNOPWUAOB Y HATPUSA B MNOTOBOWN XUAKOCTU MOXET ObITb
Bbile 60 MMONb/N. ONarHOCTUYECKUM KpUTepueMm My-
KOBMCLML03a fABNAETCA cOofepXaHue 060MX WOHOB B
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NOTOBOW XXWUAKOCTU Bbile 60 MMONbL/N Yy AeTell 1 Bbllwe

70 MMoONb/N Yy NOAPOCTKOB U B3pOC/bIX. COMHUTENb-

HbIM cymuTaloT pesynbTaT 35—60 MMONbL/N, KOTOPbLIN AB-

nAeTcs NPeAnoCbINKON ANA NPOBeLEHNSA MOBTOPHbIX UC-

CnefloBaHUA U MONEKYNAPHO-TEHETUYECKOro TEeCTu-

poBaHus. VIHTepnpeTupoBaTh pe3ybTaT peKoMeHAyeTCH,

Korfa Hasecka nota npesbiwaet 100 mr, uccnegosaHue

NpoBefeHO, KaK MUHUMYM, ABaXKAbI.

WccnepgoBaHne 3M1eKTPOMTOB MOTOBOWN XMAKOCTM Le-
necoobpasHo MPOBOAMTL, HAYMHAA C YETbIPeXHeLe/bHOro
BO3pacTa, Korga pe6eHoK JOCTUTHET MacCbl HE MeHee 3 KT.

CpaBHeHMEe KOHUEHTpauumn HaTpua B NOTOBOM XWUA-
KOCTU OO0JIbHbIX MYKOBUCLMA030M WU 340POBbIX AeTel
noKasano, 4to B 06emx rpynnax oHa yBennumeaeTcs K 12
rogaMm n 3aTteM 3HauyuTeNbHO He u3MeHsAeTcA. KOHUeH-
Tpayusa xaopa y 340pOBbIX AeTeil ¢ BO3pacTOM MNOBbI-
lWaeTcqd N He3HauYUuTeNbHO U3MEHSETCA Y 6O/bHbIX MY-
KoBucumnpgosom [1].

«®@anbli-HeraTUBHbIe» pe3ynbTaTbl BbISBAAKOT:

* y 60/IbHbIX MYKOBUCLUA030M C TMMOHATPUEMUEN UK
oTeKamu;

* ¥ 6O/IbHbIX, MPUHUMAIOLLNUX HEKOTOPbIE IEKAPCTBEH-
Hble npenapaTbl (AHTUOUMOTUKU TPYNMbl KNOKcaLmn-
NINHA).

«@anbinN-n03UTUBHbIE» pe3yNbTaTbl ONUCaHbl MpU
Cnefyrwmnx CoCTOAHUAX:

* TSOKENbIX pPaccTpoicTBax NUTaHus;

* aZipeHan0BON Hef0CTaTOYHOCTY;

* Hehpo3se;

* cuHgpome Mopunaka,

* TUMOTUPEOD3E;

* MyKOMonucaxapuiose;

* 3KTOAEpPMasbHON Agncnnasuu;

* CeMeilHOM XxonecTase;

* (DYKO31[03e;

* rmnonapaTtupeonjnsme;

e BUY-uHgpekymnn.
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Tabnmua 3

CpefHuli YpoBeHb 3MeKTPOINTOB MOTOBOM XUAKOCTY

BapuaHT myTauunmn Ne YpoBeHb 31eKTPONNTOB NOTOBOWA
XNAKOCTU, MMONbL/N
AF508/AF508 21 116,09
JIP508/«apyras» 17 95,00
«[pyras»/«gpyras» 14 67,04

Mpn oOueHKe COMHUTeNbHbIX pe3ynbTatos — 35—

60 MMONb/N, HEOBXOAMMO YUMTbIBATb CNeAyioLLee:

* Yy 300pPOBbIX /INL KOHLEHTpauua WMOHOB HaTpus
00bIYHO BbILLE, YEM KOHLEHTpaLMsa NOHOB X10pa;

* y 60/1bHbIX MYKOBUCLMAO30M KOHLEHTpauus MOHOB
Xn0pa Bblle, YeM KOHLEHTPaLna MOHOB HaTpus;

* CyMMa KOHLEeHTpauumn MOHOB HATpUs 1 Xopay 340-
pPOBbIX AeTeli 06bI4HO MeHblwe 140 mmonb/n, a 'y
60/IbHbIX MYKOBMCLMAO30M — Bbilwe 140 mMonb/N.
Hawwn HabnwofeHWs CBUAETENbCTBYKOT O TOM, 4TO

MMeeTCs 4YeTKas KoppensaTWBHasA CBA3b MeXAYy KOH-

LeHTpaumnen aneKTpoamMTOB B NOTOBOW XXUAKOCTN 60/b-

HbIX M TAXECTbI TeyeHMs 3abofieBaHUA, a TakKXxe Ba-

PUAHTOM TFEeHHOW MyTauuun. Y4yuTbiBasd BbICOKYH 4ac-

TOTY rOMO- M reteposurotr myrtauun AF508 cpegu

HabnogaeMblX Hamu 60/bHbLIX, Mbl MpoaHann3npoBanu

W CpaBHWUU CPeLHUIN YPOBEHb 3/IEKTPOSIMTOB MOTOBOWA

XWAKOCTW B 3TUX Fpynnax, a TakXKe B rpynmne 60/bHbIX C

reHoTunomMm «gpyras»/«gpyraa». B 1abn. 3 npusegeH

CpeAHWNIi YPOBEHb 3/1EKTPONMTOB MOTOBOW XXUAKOCTU B

Habnogaemblx rpynnax [48].

Ons AnarHoCcTUKKM cTeatopen UCNONb3YKT Cheayto-
wue mMeToabl:

* KOMPOJIOrMYECKOe wuccnefoBaHne, MNO3BONSAKOLLEE
MUKPOCKONUYECKN OMpefesnTb Haamume XUPOBbIX
Kanenb B CTyNe;

e onpejenieHWe CYTOYHO MOTEPM XMpa C KasoMm.
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MeTof onpejeneHns CyTOYHOW MOTEpPU Xupa C Ka-
NIOM CYMUTAKOT OCHOBHbIM B JMarHOCTUKe cTeatopeun. Mpu
nprveme ajeKBaTHOI0 KO/MMYeCTBa Xupa ¢ nuLLein (LeTam
paHHero Bo3pacta — 3 I/Kr B CYTKM , [eTAM CTapLuero
Bo3pacta U B3pocnbiM — 3—100 r/Kr B CYTKM) HOp-
MaJibHbIA YPOBEHb €ro B (Pekanmax 06bIYHO He MNpeBbl-
WwaeT 5 r/cyT. Y peteli ctapwe 6 mec KoahpuuneHT ab-
copbumm xunpa (NPUHATBIA XUP — MOTEPAHHbIA XuUp/
MPUHATBIN XUP) LOMXKEH 6bITh Bbiwe 90 %



PASAE/ 11

[MepunHaTonornyeckme
acrneKTbl MyKoBucLUMa03a

[(haBa 1
MeanKo-reHeTuyeckoe
KOHCY/IbTUpPOBaHme

Npy MyKOBUCLMA03€

B HacToswee Bpema Hambonee pacnpocTpaHeHHbIM
N 3PMEKTUBHLIM MOLXOAOM K MPOMUIAKTUKE Hacnep-
CTBEHHbIX 3a0601€BaHNin, B TOM YMCNEe U MYKOBUCLNAO3A,
ABNAETCA MELMKO-TEHEeTUYECKOE KOHCY/IbTUPOBAHMUE.
naBHaa 3afjaya MeLMKO-TEHETUYECKOr0 KOHCYNbTWU-
pOBaHUA — NpeAynpexaeHne poxXxaeHus 601bHOr0O pe-
6eHka. BaxHOCTb JaHHOW 3ajayn NOATBepXaeTcs Tem
thakToMm, uto y 15 % cemeid, HabnNOAaeMbIX Hamu, 6onee 1
pebeHKa cTpagalT MykoBucumpgosom. Ha pwuc. 4, 5 6
npuBefeHbl poAOCNOBHbIe ceMein J1., M. n L.

Mopasnstoliee 60MbWNHCTBO 6pakoB, B KOTOPbIX
poxpatlTca fetu, 60NbHble MYKOBMCUWMAO30M, — 3TO
6paky MexAay reteposMroTHbIMW HOCUTENAMM TeHa My-
KoBucuungosa (puc. 7). NMoatomy [0 HefaBHero Bpe-
MEeHU cembsi obpalianacb A1 MeguMKO-TEHEeTUYECKOro
KOHCYNbTUPOBAHUA NINLWb NOCNE POXAEHMA 60/MbHOr0
peb6eHKa. BepoATHOCTb poXfAeHus cregytowero 60nb-
Horo pebeHka cocTtaBngeT 1/4 wn He 3aBUCWUT OT CTe-
NeHn poAcTBa POAUTENeN.

Ecnn oguH ©“3 cynpyros reteposuroTHbIX HOCUTeNen
reHa MyKOBUCLMA03a BCTYNUT B Bpak C Apyrum napTHe-
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Puc. 4. ['eHeasniornyeckoe gepeso cembu Jl.:

I, —npobaHa; 12—ymMep B BO3pacTe 2 Mec
OT OCTpOi NMHeBMOHMU; 13—ymMep B Bo3pacTe 4 mec
OT OCTPOW MHEBMOHUW; W, — reTepo3uroTHbI HOCUTENb MyTaLun
AF 508 reHa MykoBucumgosa. CTpajgaeT XpPOHWUYECKON MHEBMO-
HUen, XXenyHOKaMeHHOW 60ne3Hbl; Il, — reTepo3nroTHbIN HoCK-
Tenb MyTaumm AF 508 reHa mykosucumgosa. CtpafaeT A3BEHHOI
60ne3Hb0 ABEHaALATUMNEPCTHOM KMwKwy; I, 11, 11l —nokoneHus
CeMbMW Ha puc. 4—6

POM, HE COCTOALMM B POLACTBE HU C HAM, HW C ero npepbl-
OYLWMUM NapTHEPOM, TO BEPOSATHOCTb TOro, YTO BTOPOM
napTHep TakXe SBAAETCA FeTePO3UrOTHbIM HOCUTENEeM
reHa MyKoBKMCLUMA03a, NpecTaBNgeT 40BO/ILHO Manyko Be-
NMYMHY, N PUCK POXIEHWNS B TaKO ceMbe 6O/IbHOrO pe-
6eHka 6yaeT coctaBnATh 1:200. CuTyaumns yCnoXXHseTcs,
ecnn Mexgay napTHepamu MMeeTcs KPOBHOE POACTBO.

B HacToAlee BpemMs aKTya/lbHbIM CTAHOBUTCH BOM-
poC MeAUKO-TeHEeTUYECKOro KOHCY/NbTUPOBAHUSA BCTY-
narvwmx B 6pak 60/1bHbIX MYKOBUCLNA030M. BOMbLIVH-
CTBO 60/IbHbIX MYKOBUCLMA030M MYXUYUH BeCniofHsl, y
HMX HabnpgaeTca asocnepMua 6e3 HapylweHWUs Cek-
CyanbHON noTeHuMn. OfHAKO ONMcaHbl HECKO/IbKO CNy-
YyaeB OTL,OBCTBA 60/IbHbIX MYKOBUCLMA030M MY>X4YnH [50].

HecmoTps Ha OTCYTCTBME BUAMMbIX aHAaTOMUYECKUNX
Je(eKTOB, penpoAyKTUBHAA (DYHKLUMSA XEHLWWH, cTpa-
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Puc. 5. eHeanornyeckoe fepeso cembm [1.:

4 —npobaHg; Il, —mMaTb —reTepo3nroTHas HocUTeNbHULA
myTauum [ F 508 reHa MyKOBWCLMA03a, CTpajaeT >KenyHOKaMeH-
Holi 6one3Hblo; H2—6pat 21 roga, 601eH MyKOBUCLMA030M,
CMeLLaHHoN ¢opmoit; M2—ymep B Bo3pacTe 59 neT OT MH(apKTa
Muokapga; LLI3—ymepna B Bo3pacTe 54 neT 0T paka MOSI0YHOWA
Xenesbl; LW4—ymep B Bo3pacTe 75 neT

Jarwmx MyKOBUCLMA030M, 06bIYHO HapyuweHa. Hawu-
6onee 4acTon MpPUUYMHOWA Gecnnoausa ABNSETCS 3aKy-
nopuBaHue KaHana LWehkn MaTKu CU3UCTON NPOOKON
[23], koTOpas obpa3yeT cBoe0bpa3HbIi bapbep A4Nd Npo-
HUKHOBEHUSA CNepMaTo300Ha B NONOCTb MaTku. AMeHo-
pes, yacTto Habnwpgalwasca nNpu MyKoBumcUUA03e, MO-
XeT OblTb BTOPUYHOM NO OTHOLIEHUK K Mporpeccu-
POBAHWIO NIETOYHO-CEPLEYHON HefoCTAaTOYHOCTU W
NA0OXOMY HYTPULUBHOMY CTaTycy.

BriepBble 6epeMeHHOCTb Y XXeHLWWHbI, CTpajatoLlei
MYKOBMCLMO30M, 6blna onucaHa B 1960 r. [51]. Mpwu
aHanuse 129 6epemeHHoCTeil y 100 XeHLWNH, 60NbHbIX
MyKoBUcUMA030M, nposegeHHoM B 1980 1. B CLUA n Ka-
Hafe, He BbISB/IEHO NOBbIWEHNA YacTOTbl BblKWU/bILIEN
UM BPOXAEHHbIX MOPOKOB pa3BuTuA. [loka3aHo cTa-
TUYECKN 3HAYMMOE MOBbIWEHWE YACTOThbl MpexpaeBpe-
MEHHbIX POAOB, 3afepXKW BHYTPUYTPOOGHOro pocTta u
pasBMTUA Nnofja, a TakXe MOBbllWEHWe MoKasaTens
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Puc. 6. FeHeanornyeckoe gepeBo ceMbu W.:

BB —npobaHg; Il, —maTb —reTepo3nroTHas HOCUTENbHMLA
myTaumm AF 508 reHa mykoBucuugosa; 2 —cmubc —ymep
OT CMeLLaHHOW (hopMbl MyKOBMCLMA03a B BO3pacTe 3 fieT;
LLI2—ymepna B Bo3pacTe 63 fieT, cTpagana caxapHbiM gnabeTtom
Il Tvna; L4 —ymep B BOo3pacTe 65 fieT OT HapyLeHUsS MO3roBOro
KpoBoo6palyeHus

nepuHatasbHON CMEPTHOCTU B YKa3aHHON rpynne 60/b-
HbIX [52].

B cnyyae 6paka 601bHOro0 MyKOBUCLMA030M CO 340-
POBbIM NapTHEPOM, He COCTOALMM C HUM B KPOBHOM
poACTBe W, Hanbonee BEPOATHO, He ABMAKOLLENOCSA HO-
cuTeneM MYTaHTHOrO reHa MyKoBWUCLMAO3a, BCe AeTu B
3TOM Opake 6yayT 340POBbIMW FETEPO3UTOTHbLIMU HO-
cuTenamn reHa mykosucumpgosa (puc. 8). O4veHb peako
napTHep MOXeT ObITb reTEPO3UTOTHbLIM HOCUTENEM, TOTAa
MOJIOBMHA 0XMaeMOro NOTOMCTBA OKaXeTcs 60/bHOIA.

Mpw BCTYNNeHUN B 6pak 60/1bHON MYKOBUCLMLO30M
W ero napTHep HYXJawTcA B MOJIEKYNAPHO-TEHETH-
4ecKOM o6cnefloBaHUN 1S BO3MOXHON Bepudukauum
BapuMaHTa reHHOM MyTauuu n onpejeneHns reTeposu-
FOTHOI0 HOCUTE/NIbCTBA.

[Ona 300poBbIX CMBCOB 60/IbHBIX MYKOBUCLMA030M
BEPOATHOCTb OblTb FETEPO3UTOTHLIMU HOCUTENSAMU MY-
TauMin reHa mykosucumpgosa coctaenset 2/3. PaccmoT-
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Puc. 7. Bpak mMexay reteposnMroTHbIMKU HOCUTENAMM
reHa MyKoBuMCLML03a

pUM NpumMep BCTYMN/JeHUA B Bpak MYXUUHbI, POAHbIE
6pat 1 cecTpa KOTOpOro crpagany MyKOBWUCLMO30M.
HeBecTa He COCTOMT C HUM B POJCTBE.

OcHOBY MONYNALMOHHON TFeHeTUKW COCTaBNAeT 3a-
KOH Xapgu-BeiHb6epra. CornacHo 3TomMy 3aKoHYy, B
[OCTATOYHO 6ONbLLWONA MNONynauuMnu, rae CKpewuBaHuUs
CyyvaiiHbl, COOTHOLIEHNE YacToT Tpex reHoTunos AA: AB:
BB 6yaeT cnegywowum p22pq:q2= (p+q9)2= 1,rgep
—uyacToTa annend A, ¢ —uyactorta annensa B. CornacHo
3aKOHY Xapaun-BeliH6epra v UCXOAs U3 4acTOTbl HO-
CUTeNbCTBA FreHa MYKOBMUCLMA03a, BEPOATHOCTb TOr0, YTO
HeBecTa reTeposnroTa, paeHa 2pq « 2q = 1/20. Cne-
[oBaTe/IbHO, BEPOATHOCTb TOr0, 4TO NpobaHs u ero He-
BecTa 06a reteposnroThl, coctasnset 2/3 « 1/20 = 1/30.
Ecnn oHM 06a retepo3nroTbl, TO PUCK poaUTLCA 60Nb-
HbIM MYKOBUCLWAO030M NS UX NepBoro pebeHka Oyger
1/4 « 1/30 = 1/120. Takum 06pa3omM, PUCK, CBSA3aH-
HbliA ¢ 6PaKOM Takoro Tumna, HeBesuK.

B onucaHHbIX Bblle cayyasx, 6bliM pacCMOTPEHbI
BapMaHTbl 6pakoB Mexay WHAMBUAYYMaMU, He COCTOSA-
Wwumn B poacTtee. POACTBEHHbIMM 6pakaMu ABNAOTCA
O6pakun mexay WHLUBUAYYMamu, UMerLmnMu, no Kpai-
Heli Mepe, ofHOro obuiero npegka. HecCOMHeHHO, 4TO
noj Takoe onpefeneHue nonajgaer OrpoMHOe 4YUCNO
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Puc. 8. bpak mexzay 60/1bHOM MYKOBUCL030M
1 340POBbIM MY>XUUHOW

6pakoB. POACTBEHHbIMM CUMUTAOT Gpaku mexnay cyn-
pyramMmu, KOTOpbIM WU3BECTHbI 06LULMe NPefKN B TPEX UK
yeTbipex MPeALecTBYOWMX NOKONEHNAX. BepoaTHOCTb
TOro, YTO Yy MOTOMKa OT JaHHOro 6paka B OMpefeseHHOM
nokyce 6yayT fBa MAEHTWUYHbLIX FeHa, MOMYYEHHbIX OT
obwero npeaka, onpegenserca Ko3ap(OUUMEHTOM WH-
6pugnHra F. KoaggpuuneHT mHbpuanHra F asnsetcs
BE/IMYMHOW OTHOCUTENbHON, T.e. CYMTAeTCH CPefHUM
KoappuumeHToM MHGpuAUHra B nonynauyuun. B 60/b-
WWMWHCTBE €BPONEOUAHbIX NONynsyuii cpegHuUin Koag-
(DUUMEHT MHO6pMANHra F HacToNbKO Man, Y4To ero npu-
HMMaKT 3a HYy/b (MHAye roeops, Bce Gpaku ABNAKTCA
cny4daiHbiMu). I OH He MOXeT MOBAWUSATb Ha pacyeTsl
KoathhmumeHTa MHO6pUAMHIra F Ana oTAeNbHbIX CEMeil.
Pacuetr KoapuuneHTa nHbpuanHra F asnsetca Tpy-
JOeMKUM npoueccom. B Ta6n.4 npuBegeH Koadpdu-
LMEHT MHOpuanHra F gns Hambonee pacnpocTpaHeH-
HbIX TUNOB POACTBEHHbIX OpaKoB.

B cnyvae, korga cubc 601bHOr0 MYKOBUCLLMA030M
BCTynaetT B 6pakK C pOLCTBEHHWKOM, PUCK ANA MOTOM-
CTBa 3HAYUTENbHO Bbille, YeM Korga cubc 60MbHOro
BCTynaeT B 6pak C MapTHEPOM, He COCTOALWMUM C HUM B
pofcTBe. B ob6lem cnyyae, Bblpaxas ero yepes Koap-
huyneHT MHbpuanHra F, oH 6yget paseH 2/3 F.

4 7173
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Tabnuua 4

KoathpmumneHT nHbépuanHra gns Hambosee
pacnpocTpaHeHHbIX TUMOB POACTBEHHbLIX OPaKoB

XapakTep 6paka K;:g:;ﬁ:;‘:?:}

Mexay cubcamu 1/4
Mexay nonycubcamm 1/8
Mexay asgen (Teteid) n NNemMmsaHHULENR 1/8
(nnemsHHUKOM)

MexAay ABONHbIMW ABOKPOAHbIMK cubcamm 1/8
Mexay ABOPOAHbIMY cubcamm 1/16
Mexay ABOOPOAHbIMU AS4eid N NneMAHHULEN 1/32
Mexay TpoopoaHbiMU cubcamm 1/64

PaccunTtaB puck poxaeHua 6onbHOro pebeHka B ce-
Mbe, KOHCY/IbTAHT npejsaraeT NPoOBeCTU NpeHaTanbHYHo
OVAarHoOCTUKY, ABNAIOLWYHCSA ClefylOWMM 3Tanom Me-
OVKO-TEHEeTUYEeCKOTrOo KOHCY/IbTUPOBaHUA.

[MhaBa 2
I'IpeHaTaanaFl ANarHoOCTKa

MpeHaTaNbHas 4UarHoCTUKa B HaCTosLLee BpeMs AB-
NnAeTcsa HEeOTHEM/IEMOW COCTABHOW 4acTbid MeauKo-re-
HETMYECKOro KOHCY/NbTMpOBaHUA. HecmoTps Ha He-
COMHEHHYI0 3KOHOMWYECKY 3 (PeKTUBHOCTb, MpeHa-
Ta/lbHaa AMarHoCTMKa AO0/KHA OCYLEeCTBAATLCA CTPOro
Ncxoaa W3 XenaHus CeMbM, KOTOpas MPOXOAUT Meau-
KO-FeHeTUYeCcKoe KOHCYNbTUpOBaHWe. Bonpoc Heo6-
XOAUMOCTU NPOBeAEHNA NpeHaTaNbHOW ANArHOCTUKN 1
BCEe OpraHuM3alWOHHbIe BOMPOCHl Lenecoobpa3Ho pe-
WwaTb A0 HacTynneHus 6epemeHHOCTU. OLHUM U3 BaX-
HbIX MOMEHTOB SBNSIETCA OTHOLLUEHWE CEMbW K BO3MOX-
HOMY NpepbiBaHNIO 6epeMEHHOCTM, €CIN BO3HUKHET Ta-
Kas Heo6XoAMMOCTb NOCAe NPOBeAeHUs Mpoueaypbl
npeHaTanbHON AMArHOCTUKM.
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B xofge npeHaTtanbHOW AMArHOCTUKW OTHOLUEHUSA
MEXAY CeMbel U KOHCY/IbTAHTOM-TEHETUKOM [OMXKHbI
ObITb HACTO/IbKO LOBEPUTENbHLIMU, YTOObI, MONYUYUB He-
raTUBHbIV OTBET, Y/IeHbl CEMbW He YTpaTUAN HaLeXxay B
pPOX[AeHue 340p0BOro pebeHka.

Ewe c Hayana 80-x rogoB nosiBuiiacb BO3MOXHOCTb
ANnarHocTMpoBaTb MYKOBUCLMLO3 BHYTPUYTPOOGHO.
MepBbI TN nNpeHaTanbHbIX TECTOB Obl1 GMOXUMMYEC-
KAM W OCHOBbIBasCA Ha LOCTOBEPHOM CHMXXEHUU akK-
TUBHOCTU (PEPMEHTOB rammarnyTaMmunTpaHcnenTuaasbl
(rrTr), amuHonenTtugasbl (AMI), a TakXe KULWeYHOoN
(hopmbl WenovyHoit gocdatassl (KLWP) B amHMOTUYEC-
KON XWAKOCTM MA0AoB ¢ Mykosucumaosom [53]. TMpwu-
UNHOW TAKOTr0 CHMXXEHMWA ABNSETCA HapyleHue TpaHC-
nopTa KWULWEYHOro COAepXMMOro naoga B aMHUOTMYEC-
KYH XUNLKOCTb B CBA3W C €ro MOBbIWEHHON BA3KOCTHIO.
[anbHelwmne nccnefoBaHnsa nokasanun, 4to AuarHoc-
TUYECKN Hambonee 3HAYMMOE CHWXKEHWe aKTUBHOCTU
rrTn, AMMN n kW $ otmevaeTca Ha 17—19-i Hegenax
6epeMeHHOCTM. IOTOT CPOK OepeMeHHOCTU sBAAETCS
ONTUMabHbIM TakKXe A5 NPoBefeHUs aMHUOLEeHTe3a,
TaK KakK A0CTaTOYHbl pa3mepbl MaTKM W KOMMYECTBO
OKO/IONNOLHbIX BOA, UMEETCA ONTUMaTlbHOEe COOTHOLLEHME
MEXAY KONIMYECTBOM M XXM3HECNOCOOHOCTbIO K/ETOK B
OKOMOMMOAHbIX BOfaX, a TakXXe ecTb Bpemsa (2-4 Hepn)
ONs NPOBeAEeHNa UCCNefoBaHU M pelleHMa Bonpoca o
npepbiBaHUM 6epeMeHHOCTH.

AMHNOLEHTE3 MOXeT MPOBOAMTLCSA TpaHcabaomu-
HaNbHO NOJ KOHTPONEM YNbTpacoHorpapumn mam TpaHc-
BarMHa/lbHO C MOMOLLbK LWNPULA U UFONKW C MaHA-
peHoM. TpaHcabaoOMUHaNbHbIA cNocob aBnseTcs 6onee
npeanoYTUTENIbHbIM B CBA3M C PUCKOM CMOHTAHHOIO
abopTa U MHMPEKLUMOHHbIX OCMOXHEHWUI NpU BbINON-
HEHUW [AHHOW MaHuUNynsauuum TpaHcBarmHanbHo. Ans
nccnefoBaHus B CTEPUIbHYIO NPOOUPKY 6epyT BTOPYHO
nopuuo okononnogHbix sog (15—20 mn). lMepsasd nop-
Uuns, 06beMOM HECKO/NbKO MWMUINTPOB, COLepiKalyas
4

51



KNeTKW nepegHein GPIOWHON CTEHKN U CTEHKW MaTKW,

HenpurogHa Ans nuccliefoBaHus.

Mpun NnpoBefeHNN aMHUOLLEHTE3a MOTYT BO3HUIOTYTb
cnefytolne OCN0XHEHUA:

e CnoHTaHHbI abopT HenocpefCcTBEHHO MoOc/ie am-
HUoLeHTe3a (C yCOBepWEHCTBOBAHNUEM TeXHUKU
onepauumn ¢ UCMOJib30BaHWEM Yy/ibTpacoHorpapuyec-
KOr0 KOHTPO/If KO/IMYEeCTBO CMOHTaHHbIX abopToB
coctaBnset 1:200—1:350) [54].

* BbITekaHMe aMHMOTUYECKOM XUAKOCTU, NPUBOAALLee
K O/IMTOrMapoamMmHNOHY.

* NIYHKUMOHHOE noBpexaeHue nnogda (pesko).

* NHpekumna (Mpn HapyLweHUn npaBun acenTuku).
TexHMKa BbIMOJIHEHUA GMOXMMMUYECKOTO TecTa Mop-

PO6HO M3/M10XXeHa B COOTBETCTBYHOLWUX MeTOLUYECKUX

pekomeHpaunax [55,56]. AHanuM3 NpPoBOAAT NyTem W3-

MEpPeHMa ONTUYECKON MNIOTHOCTU CBEXENONYYEHHOro

obpasua aMHUOTUYECKOW XXULAKOCTU, MHKYOUPOBAHHOTO

C COOTBeTCTBYHWOLWMUM cybcTpaTOM Ha npubope My/b-

TUCKaH.

B pe3ynbTate BHeApeHWUA MeTOLOB MONEKYNAPHOW
FEHeTUKN NPU MYKOBUCLMLO03€, KaK 1 NPU MHOTUX APYTUX
MOHOTr€EHHbIX HaCNeLCTBEHHbIX 60NE3HAX, NPOBOAAT MO-
NeKyNApHYI0 npeHaTanbHYyl AWArHOCTUKY B ABYX OC-
HOBHbIX BapuaHTax:

* MPAMYH — OCHOBAHHYI Ha WAEHTU(UKALUN MY-
Tauuu;

* HEMpPAMYK — OCHOBaHHYI Ha aHanu3e MNOAMMOp-
(hn3mMa AMHbI PECTPUKLNOHHbBIX (hparmeHToB (MAOP®-
aHanuse).

B ocHOBe MONEKYNAPHbIX METOL0B AMATHOCTUKU Ha-
CNefiCTBEHHbIX 6OME3HEN NeXUT nonnumepasHas LenHas
peakuyus (MUP; pnc.9.).

MUP nos3sonset B TeyeHue 2—3 Y NOMYUYUTb HECKO/bKO
MMWINNOHOB KOMNWIA 3agaHHON nocnegoBatensHocTn AHK.

Mpu NpamMoOM MeTOoAe MOJEKYNAPHON AMArHOCTUKM
OCyllecTBNAeTCA AeTeKuua MyTauuil reHa MyKoBuMe-

52



AsyxuenoyveyHasa JHK

Tennosast geHatypauus
NS pasgeneHust AByx uenei

AHK
HoBas ayxuenoyeyHaa AHK
------------- HoBasa gsyxuenoveyHas AHK
A’ A CuHTes HoBoin AAHK
B B
AHK-npalimepbl Jlob6aBnsem TepmMocTabuibHy0
NPUKpPennaTCa K AHK - nonnmepasy

Kaxgon uenn AHK

Puc. 9. MpuHuunnanobHaa cxema lMLIP

unposa. Ons Kaxoh U3 U3BECTHbIX MyTauuii, B 0CO-
6EHHOCTU ANA BCEX MaXOPHbIX MyTauWil reHa MyKO-
BMCLMA03a, pa3paboTaHbl cneumnanbHble METOAbI AeTeK-
umn. [eTekums MyTaHTHOro caiTta NpoBOAMTCA Mocne
nonyyeHua npu nomowun MNLP gocTaTtoyHoro kKonuye-
cTBa KOMMWIA 3afgaHHOW nocnegoBaTenbHocTn AHK.
NaBHOe MpeMMmyLLecTBO NPSAMOro nogxofa B guarHoc-
TUKE MYKOBMCLML032 — 3TO BO3MOXHOCTb CYAWUTb O
HaM4YMM UM OTCYTCTBUU COOTBETCTBYHOLWEN MyTauuu
no aHanusy AHK ogHoro wHamBmayyma. Takoi nop-
X0[ 0COOEHHO BaXKeH AN CEMeil BbICOKOro pucka, rae
yXe norub 60nbHON pebeHOK.

Henpsamoin MeTog MONEKYNSAPHON AMATHOCTUKMN,
WA aHanu3 nonmmopguama ANAUHbI PeCTPUKLUOH-
HblX (parmeHToB (MAP®-aHanm3), oCHOBaH Ha
oueHKe y4yacTkos [JHK, pacnofioXXeHHbIX B Henoc-
peACTBEHHOW 6NM30CTM WKW BHYTPU TreHa MYKO-
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Tabnuua 5.

OCHOBHbIle 0C/TOXXHEHUS TPaHCLEPBMKabHOI0
M TpaHcabAoMMHAIbHOIO JOCTYMNOB MpU NPOBEAEHUN
6uoncmm xopunoHa [54]

TpaHcuepBuKanbHbIl TpaHcabAoMUHaNbHbI
nocTtyn noctyn
BarnHuTbl YpaneHHoe oT nepeaHeli 6poLWHONA

CTEHKM MecTO B3ATMA o6pasua
BarnHusm

HeBO3MOXHOCTb 06X04a KULIOK
HepgocTynHoCcTb KaHana WA mruom
Wwerkn MaTtkm

MpepwecTByoWmMe onepaynm
Yron mexay HanpaB/ieHMeM Ha 6plLWHON NoaocTu
werkn n matkm - 130°

AHOManbLHaa akKTMBHOCTb MarTku
Cpok rectauumu
6onee 12 Hepn

BarnHanbHoe KpoBoTeyeHue
BarnHanbHoe KpoBOTeYeHue

Bucumngosa. Ona nposBefeHWs TakKoro aHanmsa He-
ob6xogumo obcnepoBath poauTeneid m 601bHOro pe-
6eHKa, TaK KakK TO/IbKO TakKMM CnoCO60M MOXHO On-
pefennTb C KakMM MapKepHbIM MONEKYNAPHbIM an-
NeneM KaXaoro vu3 poanTenei CuenieH MyTaHTHbIW
reH. Heo6xoammoctb o6cnefoBaHns 60NbHOTO pe-
6eHKa SABNAETCA CYLW,EeCTBEHHbIM HEeLOCTAaTKOM [JaH-
Horo metoga. OCHOBHOE MPEUMYLLECTBO HENPAMOTo
MeTofa — BO3MOXHOCTb MpeHaTalibHOW AMarHoc-
TUKN B CEMbSAX BbICOKOFO puUCKa, FAe He ygaeTcs on-
peLennTb KOHKPEeTHble MyTaluu.

OHK-6a3npoBaHHble (MONEKYNAPHbIE) MeToAbl npe-
HaTanbHOW AMArHOCTUKU MYKOBUCLMAO3a MNPOBOAAT
nyTeM aHain3a KNeToK aMHUOTUYECKOWN XUAKOCTU UIn
6nonTata XopuoHa.

Buoncuto xopmoHa NpPou3BOAAT NOA YNbTPasByKO-
BbIM KOHTpPO/MieM TpaHCcabfOMWHaNbHO WM TpaHcuep-
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Puc. 10. Cxema npeHaTanbHOW AMATHOCTUKMN
MYKOBMUCLM03a B CEMbSX BbICOKOT0O pucKa

BMKaNbHO. LiepBUKanbHbIA MNyTb ABNAETCS ONTUMalb-
HbIM AN8 NpoBefeHUs nccnefosaHna B | TpumecTpe (Ha
10—12-in Hepene) GepeMEHHOCTW.

MocTaHOBKA AnarHo3a B paHHWE CPOKW GepeMeH-
HOCTMW C NOCNefyWNM NPepbIBAHNEM ee COMpsHKeHa C
MEeHbLMM CTPECCOM NS XEHLWUHbI N ee CeMbN N Gonee
pPeAKMMMN OCNOXHeHUAMKU. [poBefeHne MaHUNyNALnn
He TpebyeT npeaonepauMoHHON NOArOTOBKW WM Mnocne-
onepaunMoHHOro Ha6bnwaeHusa. Ona 3abopa matepuana
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naaweHTbl UCNOMb3YIOT CreunanbHblii KaTeTep u WnpuL
ana 6uoncun. Martepuan 6epyT TpaHCBarnMHalbHO WK
TpaHcabfoMuHanbHO. o4 KOHTPOJieM YNbTPacoHOr-
padun Npou3BOAAT acnupauuto MaTepuana yepes Ka-
TeTep B WNPUL. Y bTPa3ByKOBON KOHTPOJb MO3BONAET
CHU3UTb BEPOATHOCTb OCNOXHEHWN. [pn B3ATUKU Ma-
Tepuana NpPoUCXOAUT (heTOMaTepUHCKas TpaHchy3us,
MO3TOMY pe3yc-OTpuuUaTe/lbHbIM XEeHLWHaM Leneco-
06pa3HO BBECTM aHTU-B-ummyHornobynuH. Kak npwu
TpaHcabZoOMWHaNbHOM, TaK U MPW TPaHCLepBUKaIbHOM
[JOCTyrne B3ATWA MaTepuana CyLWecTBYOT NMPOTUBOMNO-
Ka3aHus, OCHOBHble M3 KOTOPbIX NpUBefeHbl B Tabs. 5.

B nocnepgHee Bpemsa npakTuyeckoe pacnpocTpa-
HEHWEe MOJIyYnn MeTO[ HEXUPYPruMyeckoro nasaxa
AWLEKNeTOK Yen0BeKa, ONN0A0TBOPEHMNE, Pa3BUTHE 3U-
rotel A0 6n1acTouncTbl B N1abOpaTOpPHbIX YCNOBUAX (B
npobupke — in vitro). 3atem 3apojblleBblil Ny3bl-
peK MMMAaHTUpyeTcs B MaTKy. OTOT MeToj Crnocob6-
CTBOBA/ MOSAB/IEHNIO HOBOTO HaMpasJ/ieHUA B FeHEeTUKe
— npeAgMMNAaHTauUMOHHONW AMarHoCTUKU. Mukpo-
XUPYypruyeckn OoT 3apofbilla OTAeNAT 1—2 KNeTKu
Ha ctagnn 8 —16 knetok. C ncnonb3osaHuem MLP n
METOA40B MONEKYNIAPHOW AMarHOCTUKW MOXHO Auar-
HOCTUPOBATb MYKOBMCLMAO03 A0 MMNaHTauuu 3apo-
Abllla B NOMOCTb MaTKW.

MpeHaTanbHasa AMArHoOCTMKa MYKOBMCLMAO3a MpO-
BOAWUTCA B CEMbSAX BbICOKOIO pUCKa MO Cxeme, npepg-
CTaB/ieHHON Ha puc. 10 [55].
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[naBa 3

OCHOBHbIE K/IMHUYECKME
NPOSAB/IEHNA, 0COOEHHOCTU
ONarHOCTUKM MYKOBUCLMA03a
Y HOBOPOXX[AEHHbIX U MepCrneKTUBbI

HEOHAaTa/IbHOIo CKPUHWHIa

Hanb6onee xapakTepHbIMU KAWHWUYECKUMWU MNPOSAB-
NEHUAMMN MYKOBUCLMA03a Y HOBOPOXEHHbIX ABNAOTCA
MEKOHWaNbHbIN nneyc, NPONOHITMPOBaHHAsA PeTEeHLNOH-
Has >XXentyxa, Kawesab U CUMNTOMbI NMaHKpPeaTUuyecKomn
Hef0CTaTOUYHOCTH.

MeKOHManbHbIN nneyc — Hanbosee paHHee Ku-
HUYeCKOoe NposBAEHNE MYKOBUCLMAO03a, KOTOPOe BCTpe-
yaetca y 4—15 % 6o0nbHbIX [57]. B page cnyyaeB 3To
COCTOSIHME MOXEeT 6biTb AUArHOCTMPOBAHO NpeHaTaNbHO
in utero Npu ynbTpasByKOBOM WCCNeLOBaAHUMN YXe Ha
17—18-ii Hepene 6epeMeHHOCTM [58], HO 06bIYHO —
39TO HeOHaTa/bHas HEMnpPOXOAMMOCTb KULLOK.

MaTogusnonorms. NMpPUUYNHOA MEKOHWANbLHOIO Wne-
yca fIBNAeTCA 3K30KPUHHAA NaHKpeaTuyeckas Hepo-
CTATOYHOCTb, @ TakXe MOBbILEHWEe aKTUBHOCTU MHIU-
6utopa TpUNcMHa B MEKOHUU. CNN3NCTbIE Xenesbl Kn-
LWOK BblpabaTbiBalOT ryCTON CEKPET, KOTOPbIA He cnoco-
6eH NoMHOLEeHHO 06B0OIaKMBaTb UX CTEHKY, B pesy/bTaTte
4Yero Ha Hee HanunaeT BA3KMIA 3amMa3Ko0bpasHbIli Me-
KOHWIA, 06pa3ys cBoeobpa3Hyt NpPob6Ky B6AU3N Mneo-
LLleKanbHOW 3aCNOHKN.

KnnHnyeckaa KapTWHa, XapakTepHas A1 MEKOHMU-
anbHOro uneyca, o6HapyXuBaeTcs yxe B nepsble 24 —
48 4 XXN3HN HOBOPOXAEHHOTO.

CoCcTOositHME HOBOPOXAEHHOr0 MPOrPecCUBHO YXY[-
LaeTcd, OTMevalTCs B3fyTHe XMUBOTa, pBOTa C Npume-
CblO XXENUYM U MEKOHUA, HapacTaeT MHTOKCUKaL KA.
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Mpu nanbnauny XmMBOTa OMNpPeaensaT TecToobpas-
Hble MacCbl WU WHYPOBUAHbIE YNJOTHEHUSA NO XOAY KW-
WOK. Ecnn HenpoXoAMMOCTb KULWOK CBOEBPEMEHHO He
AMarHocTupyeTca, BO3HMKaeT nepdopayna CTeHKU
KULWKN C Nocneayrowmm pasBuTneM neputoHnTa.

B pesynbTate peHTreHorpauyeckoro uccneposa-
HMA opraHoB OGPIOLWHOK NONOCTU BbIABNAIOT pasjysa-
HMe neTeflb TOHKUX KULIOK Bbllle MecTa 06CTPYKLUK 1
«MCYEPUEHHOCTb», KOTOpas BO3HWKaeT 6narogaps cme-
WNBAHNIO AernapaTMpoBaHHONO MEKOHMS M BO3gyXa B
BEPXHMX KBajpaHTax OPHOLWHON MONOCTW, Yauie cnpa-
Ba. YPOBHM XMAKOCTW Ha PeHTreHorpammax OpraHos
OpPIOLWHON nonocTn 06bIYHO OTCYTCTBYHT. pu Hanu-
YMN aHTeHaTanbHOM nepdopaynm KUWOK MNPU PEHT-
reHONI0rMYEeCKOM MCCNefoBaHNUM 06HapYXXMBaOT NATHA
nepuTOHeanbHOM Kanbumukauun. JlabopaTopHoe
NOATBEPXEHMNE MYKOBUCLMAO3a Y HOBOPOXKAEHHbIX C
MEKOHMaNbHbIM MNEYyCOM 3aTPYAHEHO BBUAY HEUH(DOP-
MaTMBHOe™ MOTOBOrO TecTa B MepBble HECKO/IbKO He-
LeNb XU3HW.

BONbHLIX C HEOC/MIOXXHEHHbLIM MEKOHMWaNbHbIM W/e-
YCOM neyat KOHCepBaTMBHO, UCMO/b3ysA KAW3Mbl C MaH-
KpeaTM4yecKMMn (pepMeHTaMn, auetunumctemHom. B
OC/MOXHEHHbIX Cny4asx OMnepaTtuBHOE NeyvYeHue BKIIO-
YyaeT pe3eKuM0 paclIMPEHHOro yyacTkKa KULWKW, Bbl-
BefeHNA NOAB34OWHON KUWKN B BUAE LBYCTBOJIKU W
BBEAEHMNA B AUCTaNbHbIA KOHel (PepMeHTOB NogXxeny-
JOYHOW >Xenesbl. CywecTByeT MeToAMKa CO3AaHUA
aHacTomMo3a KOHel, B 60K C BbIBEJEHNEM Ha KOXY Aunc-
TaflbHOr0 OTpe3Ka KuwkW. locne BOCCTaHOBIEHUSA
NPOXOAMMOCTM KULIOK MNPOU3BOAAT PEKOHCTPYKTMUB-
HYl0 ofnepayuio.

B TeueHune 15 neT mbl Habnwogaem 11 geTeil ¢ MeKo-
HuWanbHbIM MneycoMm. OCHOBaHMeM [ANA AUATHOCTUKM
OblNM TUNMYHAA KNMHMYecKas KapTuHa 3abosieBaHus,
fJaHHble PEHTreHoN0rn4yeckoro obcnegoBaHmsa u on-
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pefeneHne y HEKOTOPbIX AeTel XN0pua0B NOTOBON XUA-
KoCTH,

Y 2 peTeil MeKOHWaNbHbIA WUNeyc yaanocb pPasmbiTh
10% pactBopom N-ayutunuuctenmHa. ¥ 5 60NbHbIX
KOHCepBaTMBHasA Tepanua Oblna 6e3ycnewHon u 3a-
KOHYM/IaCb MEKOHWA/NIbHbIM MEPUTOHUTOM C N1eTabHbIM
NCXOA0M. Y 4 60/bHbIX fMarHO3 MyKOBMUCLMAO3a Npu
XXU3HW NOCTaBfieH He Obln U foKa3aH Obla Ha ayToNCcuu.

MeKOoHWanbHbI MNeyc O4YeHb PefKO BCTpeyaeTcs y
HOBOPOX/EHHbIX, HE 60/IbHbIX MYKOBMCLMA030M, HO MNO-
4TW BO BCeX CAy4vasx OH accoumupyeTca € natonoruen
NoAXeNnyLOYHON Xefne3bl — CTEHO3 BbIBOAHOIMO Mpo-
TOKa, NapuunanbHas naHkpeaTmyeckas annasus.

3aTAXHaa peTeHUMOHHas >Xentyxa B Mepuof Ho-
BOPOXAEHHOe™ gBngeTCcA OCHOBaHWeM [AnA npeano-
NOXeHNa amarHosa Mykosucumpos. lMatodusvonoru-
YEeCKM 3aTAXHasa Xentyxa B nepuoj HOBOpPOXAeHHoe™
He CBfi3aHa C NOPaKeHWeM MapeHXMMbl NMevyeHU, a AB-
nAeTca CneACTBUEM BPEMEHHON 3aKymnoOpKW BHYTPU- K
BHEMEYEHOUYHbIX XENYHbIX MPOTOKOB BSA3KOMN >XKENYblO.
KNnHnyeckn Takas >Xentyxa 4vawe BCEro UMeeT TeH-
OEHUMI0O K CMOHTAHHOMY 06paTHOMY PasBUTUIO.

CBOe06pasHbIi My4nUTeNbHbI CYXO Kallenb B Me-
pUoA HOBOPOXAEHHOe™ aABniseTca 04HUM M3 Hanbonee
4acTblX PaHHUX CUMMTOMOB MYKOBWUCLWAO3A.

Mo pasnuyHbIM NUTepaTypHbIM AaHHbIM NpUbN-
3UTeNnbHO OT 75 A0 85% 60MbHbIX MYKOBWCLMA030M
UMET KINHUYEeCKUe MPU3HAKN 3K30KPUHHOW MaHK-
peaTU4ecKOW HeAOCTATOYHOCTM cpasy Mocne pox-
feHna. OfHako MOATBeEpXfAeHWe AnarHosa MyKOBUC-
LMA03a B HEOHaTa/bHbIA Mepuoj C NOMOLWbI ucche-
[0BaHWUA 3NEeKTPOSIMTOB B NOTOBOW XUAKOCTU, KakK yXXe
YKa3blBasioCb Bbille, HEBO3MOXHO. JTOT MeTOj WC-
cnefoBaHua ABNfeTca HEMHGPOPMaTUBHLIM [0 AOCTU-
XeHnsa pebeHKOM 4-meca4yHOro Bo3pacTa M Macchbl
Tena 3 Kr.
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CKPUHWHI HOBOPOXXAEHHbIX

KnuHnyeckas BapuabenbHOCTb MYKOBUCLMA03a, CO-
3farlas TpygHOCTU B ero AMarHoCTUKe, a Takxe He-
06X0AMMOCTb paHHel AMAarHOCTUKKU 3aboneBaHWUs CBU-
[eTenbCTBYOT O NMOWUCKe MyTel CKPUHWHIa HOBOPOX-
OEHHbIX.

Ons npoBefleHUA CKPUHUPYOLWMUX UCCNeL0BaHWA
npegnaranucb onpefeneHve ypoBHSA anbbymMuHa B me-
KOHUW, NMMYHOPEaKTUBHOTO TPUMCKMHA B MATHE KPOBU
HOBOPOX/JEHHOro, a TakXxe fgpyrue TecTol. Hopmanb-
HbliA YPOBEHb aNbbyMNUHA B MEKOHUU —MeHee 3 Mr/r. Y
HOBOPOXAEHHbIX, 60NbHbIX MYKOBUCLMA030M, 0ObIYHO
3TOT nokasatenb npubnmxaerca K 80 mr/r. MImMmyHo-
PeaKTUBHbIA TPUMNCUH, U3MEPEHHbIN B CYyXOM NATHE KPOBY,
B 2—5 pa3 Bbllle Y HOBOPOXAEHHbIX, 60MbHbIX MYKO-
BUCLMA030M, YeM Yy 340pOBbIX AeTeli. OgHaKo oba aTu
TecTa M30/1MPOBaHHO MMEHT HU3KYI0 YYBCTBUTE/IbHOCTb
MW BbICOKMIA NpPOUEHT «(anblW-HEraTUBHbIX» MU
«(Panbin-no3MTUBHbLIX» pe3ynbTaToB. CpaBHUTeNbHasd
XapakTepucTMKa OCHOBHbIX CKPUHMUPYKOLWMUX TECTOB
npueefeHa B Tabn. 6.

Tabnuua 6

CKpUHMpYOLLIME TECTbI A5 AMarHOCTUKN
MyKoBucLMao3a [1]

«Panbuw- «Panbu-
METOA NMNO3UNTUBHbLIE» HeraTuBHble»
pesynbTartbl, % pesynbTathl, %
MccneposaHne
A >0,5 25-40
anbbymnHa B MEKOHMWU
OnpepeneHne
MMMYHOpPEeaKTUBHOIO 0,2-0,6 0-20
TpUNcuHa KpoBwu
JAononHntenbHoe
ob6cnenoBaHne npu
A P MuHUManbHblIe MWHMMasnbHble

NOMOLLM MONEKYNSAPHO-
reHeTUYecKnXx MeToa0B

60



CoueTaHue MeTO4a ONpefeneHns MMMYHOpPeaKTUB-
HOro TPUMNCKMHA B KPOBM HOBOPOXAEHHbIX C AeTeKuuei
MaXXOPHbIX MyTaLuil 3HAYNTENbHO NOBbILIAET TOYHOCTb
JaHHOro mccnegosaHma. OfHaKo BOMPOC 3KOHOMMYecC-
KO LenecoobpasHOCTM BHELPEHUA CKPUHUPYIO L UX
nporpaMm B YKpanHe OKOHYaTe/lbHO He peLleH.



PA3LEN IIl

KnnHunka
MYKOBUcLMA03a

[naBa 1
[NopaXkeHne 6POHX0-/1er04HOM
CUCTEMbI NPU MYKOBUCLNA03€e

B natomopdgonorun mykosucumgosa ocoboe MecTo
3aHMMaeT NopaXeHume OPOHXO0-NEeroYyHoOW CUCTEMBI,
KOTOpOe ABASeTCAS NPUYNHON cMepTn 90% 6OMbHbIX.

Mocne OTKPbITUS reHa MYKOBUCLMAO03a, ero 6enKo-
BOro npoaykta (TpaHcMeMb6paHHOro 6esiKa MyKOBMUC-
LUnaosa) cCTano BO3MOXHbIM MOHUMaHWE MNEePBUYHOIO
ahekTa MyTauuii reHa MyKOBMCLMAO03a, UX BAUSHUE
Ha KMIeTOYHYK (YM3MONOTrMI0 PecnupaTtopHOro TpakTa.

KneTouyHasa usmonorna pecnmpaToOpHOro TpakTa.
MOBEPXHOCTb ANUTENNANBbHBLIX KNETOK, obpaljeHHas B
npocBeT OPOHXMANbHOIO fepeBa, MOKPbITA CUHXPOHHO
OBVXKYLLMMUCS peCHUYKaMU, OCYLLECTBAALWNMN MY-
KouunnuapHblii KnupeHc. Ons ahheKTUBHOTO yHK-
LMOHMPOBAHUA PECHUYKWN [JOMKHbI «MnaBaTb» B 0CO-
60 >Knakoi cpepe. MCTOYHUK 3TON Xunakoctu (Mecto
NpoAyLMPOBaHUSA, a TaKXe ero MexaHu3Mm) sceH He Ao
KOHUa. TMnoTeTUYecKM OHa MpoAyuupyetcs Ha ne-
pudepum OGPOHXO-NEroYHOro fepesa W npofjBura-
eTCs KpaHWanbHO [ABMXKEHMWEM pecHUYeK. B cBszn ¢
TEM, 4YTO aNbBeoNspHas NOBEPXHOCTb ropasfo 6o0nbLie
NOBEPXHOCTN BO3AYXONPOBOAALMX MYTeNn, 4acTb XUJ-
KOCTW, CUHTE3MPOBAHHON anbBeonouuMTamun, peabcop-
bupyertcs.
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Na+ abcopbupyeTtca 4yepe3 HaTpPUEBbLIN KaHan B
anukKanbHOW MembpaHe W BblTankuBaeTca 4vepes ba-
30natepanbHy0 NMOBEPXHOCTb 3NUTeNManbHOW KNet-
Kkn Na+—K+-3apucumoinn AT®P-asoi. 3atem Na+
4aCTUYHO BO3BpallaeTcs B KAETKY MO rpagueHTy
KOHUEeHTpaynuun. OTOT MOHHbLIA TpaHCNOPT COMpPO-
BOX/JAeTCHA OCMOTUYECKUM [BUXEHUEM BOAbl, MpPu-
BOAALMM K YMEHbLIEHU KONM4YyecTBa NEPULUNIN-
apHOM XUAKocTU. B 0TBET Ha 3TO CYL,EeCTBYHOT Me-
XaHU3Mbl, BefyuiMe K perngpataymm anmkanbHOM no-
BEPXHOCTU 3nuTenmanbHblX Knetok. Ob6ecneynBas
HU3KYI0 BHYTPUK/NETOYHYIO KOHUeHTpauuto Na+,
Na+—K+-3aBucumans ATd-aza cnocobCcTByeT ABU-
XeHnto Na+ BHYTPb K/IeTKU 4yepe3 pacnonoXeHHbli
Ha 6a3onaTepanbHOW NoBepXHOCTM KNeTkm Na+/Cl~
/K + KaHan. 3axoaaumnin B aTOM c/ydae BHYTPb K/eT-
kn C1" cos3paeT rpaguMeHT KOHUeHTpauuum Ha anu-
KanbHOW MembpaHe ANns ABUWXXEHUS Yepe3 pacnono-
KEHHbIA TaM  XMOPHbIA KaHan (TpaHCMeMOpaHHbIN
6e10K MYKOBUCLMNA03a).

Boga, cnepysa 3a C1", perugpatupyert CeKpeT Ha no-
BEPXHOCTWU KNeTKW, o6palieHHON B NMPOCBET BO3A4YyXO-
HOCHbIX NyTei. CTpoeHMe XIOPHOro KaHana nogpo6Ho
N310XeHo B pasgene | «MonekynsapHo - reHeTuyeckue
OCHOBbI 3a60n1eBaHUA».

Y 60MbHbIX MYKOBUCLWA030M aHOMAasbHbIA TE€HHbIN
NPOAYKT (HEPYHKLMOHUPYIOLWNIA XIOPHbLIA KaHan) He
No3BONAET BbINTU M3 KNeTkn O -, 4TO BbI3blBAET fje-
rmgpataumio 6poHxXuManbHOro cekpeta. [ermapatupo-
BaHHbIN CEKpeT MMeeT HapylleHHble peosiornyeckue
CBOMCTBA, YTO NMPUBOAUT K U3MEHEHUIO MYyKOLWUNnmap-
HOr0 K/IMpPEHCa U PasBUTUID XPOHWUYECKOW 3HLO6POH-
XnanbHoW MHpekumn (puc. 11).

Cpa3sy nocne poXxpaeHua nerkne pe6eHka cTepusbHbl
N UMET HOPManbHY MUKPOCKOMUYECKYH CTPYKTYpY.
MaTtomopdonornyeckas M MMKpobuonornyeckas xa-
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MyTaupym reHa MyKoBMCLMO03a

AHOManbHaa cekpeums Ha NoBepxHOCTH
ANNTEeNNaNbHbIX KNETOK 6p0HXO-I’IeFO‘-IHOI7I CUCTEMBI

O6CTPyKUMs BakTepuanbHas
1 HapyLueHune KO/OHM3aLus
MYKOLMNINAPHOTO nerknx
KnMpeHca

MoBpeXxaeHne KNeToK 1 akTUBM3aLNs 3alUTHbIX
MexaHM3MOoB (0CBOGOXAEHME N36bITOUHOrO
KOMMYeCTBa NpoTeas U CBOOOAHbIX PafnKanoB)

Puc. 11. MatoreHe3 nopaxeHus GPOHXO-NEroYHOIA
CUCTEMbI MPU MYKOBUCLMA03€

pakTepucTuka OGPOHXO-NEroYHOro npouecca npeacras-
neHa B | pasgene.

KnnHu4eckne gaHHble. Mo gaHHbIM Hodson Geddes [1j,
npuoénn3nTenbHo y 1/3 60/bHbIX MYKOBUCUMAO3 MaHU(e-
CTUPYET Ha MepBOM rOAY XXWU3HWU NEroyYHbIMU MHPEKLNS-
Mu. 110 faHHbIM Hawein KAWHWMKK, 3a 10-neTHUiA nepuog
HabntoAeHNa Havano 3aboeBaHNs C NOPaXKEHNA AblXaTeslb-
HOW CMCTEMbl 0TMe4yanocb y 57 % 60MbHbIX.

Hanbonee yacTbiMM cCUMNTOMaMu Yy fAeTeli paHHero
BO3pacTa OblM CBOEOOpPA3HbIN Kallenb U 3aTpyAHEH-
Hoe AbixaHue. Kawenb 00bIYHO CYXOW MYYUTENbHBINA, C
TPYAHOOTAENAEMO MOKPOTON, 4acTO MOXET HOCUTb
napoKcu3masbHblil XapakTep U CONPOBOXAATbCA PBOTOA,
4YTO MOXET MOCNY>XWUTb MPUYNHON OLWMOGOYHOrO Awmar-
HOCTMPOBAHUA KOK/OLLA.

Y [peTeli cTapwero Bo3pacTa ¥ B3pOC/blIX Kallesb
Hanbosnee BblpaXXeH yTPOM, nocsie PU3NYECKOh Harpysku

64



N maccaxa. Y 60nblWMHCTBA 60/bHLIX MaHUecTayumu
3aboneBaHunsd, a TakXXe 0OOCTpPeHMIO npouecca npej-
wecTtBytoT OPBW. Yactota OPBW y 60MbHbIX MYKO-
BMCLWA030M 3HAUYMTENIbHO Bbllle, YeM Y APYrux AeTei.

B pefkux cnyyasx B Te4eHUe A/INTENIbHOITO BPeMeHU
MYKOBMCLMA03 NpoTekaeT 6eCCMMNTOMHO, MaHudec-
TUpyeT Mmexay 3 1 6 rogaMmun XXn3Hu.

CnepyowWwmmM BaXXHbIM CUMNTOMOM, MOABNAAIOLLMMCA B
paHHeM BO3pacTe, AB/AETCA OfbllKa. Ha nepBbIX 3Ta-
nax oHa BO3HMKaeT TO/IbKO Npu (PU3NYEeCKON Harpyske,
Ha (poHe OPBW wunu npm obocTpeHUn OGPOHXO-Ne-
royHoro npouecca. B 3aBucumocTM OT CTeneHn ak-
TUBHOCTU, TSXECTN TEYEHNS MYKOBUCLMA03a OAbILLIKA HA
nocneayroLmnx atanax CTaHOBUTCA 60/1ee BblpaXXeHHOMN,
NPakTUYecKn NOCTOAHHOW, Hab1o4aeMoi 1 B NOKOe.

Taxenoe TeyeHWe OGPOHXO-IEFOYHOrO Mpouecca
onpegenser pgeopMauuu rpygHoOW KNETKU, KOTOpble
BO3HWKAKT Y 60/IbHbIX B paHHeM Bo3pacTe (puc. 12).

Y 60/1IbHbIX MYKOBWUCLMA030M CBOeOo6Gpa3HOW ABNA-
eTca TemnepaTypHas peakuus. Hapagy ¢ n1Mxopagkou,
conpoBoxpatoueii OPBW n 6poHXO-nerovyHble 060-
CTpeHusA, Mbl Habnwfanu TemnepaTypHble «MNUKWU» B
AHEBHOe BpeMs BHe 060cTpeHnin 3ab6onesaHnsa. O6bIYHO
OHM COMPOBOXAanuch BblpaXeHHbIM 03HO6OM, cnabo-
CTbt0, FOMIOBHOW 60/bI0 1 KYNMPOBAINCh CaMOCTOATENbHO
yepe3 2—3 4. B ganbHeliwem, npyu NporpeccupoBaHunm
MYKOBMCLMA03a, KOIMYECTBO TEMMNEPATYPHbIX «MUKOB»
yBenuumnsaetcs. Mbl cornacHbol ¢ MHeHMeM psja aBTo-
POB, YTO MH(EKLMUOHHBIWA Npouecc Npu MyKoBUCLMA03e
He orpaHW4YMBaeTCcs GPOHXO-/TIErOYHON CUCTEMBI, a Mo
CYTW ABNSAETCA «NYNbMOHaNbHbIM cencucom»[1].

OCHOBHON 0COGEHHOCTbIO ayCKy/nbTaTUBHON Kap-
TUHbI fiBNfeTca 60nblWwoe pasHoobpasve CUMMTOMOB.
Yaute Bcero (y 70 % geTein B HaWMX HabNOAeHUAX) Bbl-
CNYLINBAETCA XXECTKOE AblXaHWe Haf 060MMU NIErKUMMU,
HaZ 30HaMW MHEBMOCK/Eepo3a M aTefieKTa3oB — OC-
nabneHHoe. Mpu HaAU4MM MaACCUBHOW NEFrOYHOWN WH-

5- 7173
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Puc. 12. Jedopmauuns rpyaHoin KneTku
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(bunbTpaunm BbIABNAKT OGPOHXMANbHOE AblXxaHue. Y
yacTu [eTeill C TSHKENbIM TeyeHWeM MYKOBMCLMAO3a C
BbIP@XEHHbIMW  MHOTOYUCNEHHBIMU BPOHX03KTa3amMu
MOXeT BbICNyLWINBaTLCA aMpopmnyeckoe AbixaHue. Tu-
MUYHBIM A1 MYKOBUCLMAO3a ABMSAETCA Hanuuue mo-
CTOAAHHbIX WN YACTO BbIC/YLLUNBAEMbIX BIaXXHbIX XPUMOB,
nMerwmnx oupoysHolin xapaktep. Mpu o6ocTpeHUM
3aboneBaHnd — XpUMbl MeNKonysbipyaTble, NPU Haaun-
UMM MHEBMOHUU — KpenuTauma. losaBneHne Ccyxux
XPUNOB MOXEeT CBUAeTeNbCTBOBAaTb 0 GPOHXO0BCTPYK-
TUBHOM CUHAPOME, KOTOpPbIA Mbl Habnwgann y 23 %
60NbHbIX.

Mpu oueHKe CTeMeHW TAXECTU MopaxeHus 6poH-
X0-1erO4YHON CUCTEMbl OYEHb BaXKHbIM ABMfAeTCA 06-
Hapy>XeHne NPU3HaAKOB OCTPON U XPOHUYECKOW rumno-
KCUM — unaHo3sa, geopmauny KOHLEBbIX (anaHr
nanblLeB —NposB/ieHNEe ocTeoapTponaTuu.

Mpn MyKOBUCLMAO03e OMUCaHbI TPU OCHOBHbIX TUNa
apTponaTuii:

1 Tmneptpoduyeckad nynbMoHanbHas OCTeOapT-
ponaTtus.

2. Onu3ofnyecKne apTpuThl.

3. ConyTcTBylolW e apTtponarumn, He CBA3AHHbLIE C
MYKOBUCLULO30M.

MvnepTpoduryeckan nynbMoHaIbHasA ocTeoapTponaTuns
(FMO) —cuHApPOM, BKKOYAKOLW NI cnefytouime CUMITOMbI:
» fepopmMaLno KOHUEBbIX hanaHr nanbLes B Buge «6a-

pabaHHbIX nanoyek» (puc. 13);

* XPOHUYECKYI, 0ObIYHO CUMMETPUYHYIO 60/b B KOC-

TAX WK cycTaBax;

* NEpPUOCTUTBI B AUCTANbHON YacTu [LAUHHBIX Tpy6ya-

TbIX KOCTEW.

Knaccuuyecknii cnHgpom MO moxeT HabnwogaTbea
He TO/NbKO NpU MYKOBMCLMAO03€, HO U MpK APYrux co-
CTOSAIHMAX, COMPOBOXAAKOLLMXCA XPOHUYECKOW TUNOK-
cueli. Pa3BepHyTas KnnHM4Yeckas kaptuHa MO o06bIYHO
5«
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Puc. 13. Aedopmauma KonbLeBbIX (hanaHr naabLes B BUae
«bapabaHHbIX Manoyeks»

BbIAB/IAETCS Yy [eTel CTapliero Bo3pacTa M B3POC/bIX
60/1bHbIX MYKOBUCLMAO030M. WVCKIOYEHNE COCTaBNAOT
fehopmaLuy KOHLUEeBbIX (panaHr nanbuesB B Buae «ba-
pabaHHbIX Nanoyek», KOTOpble MOryT pa3BMBaThbCA Yy
feTelt Mnafwero Bo3pacta C TSHXKeNblM, Nporpeccupy-
IOWUM TeyeHeM GPOHXO0-N1ero4yHoro npouecca. Cpeau
60MbHbIX MyKoBUcLMAo3oMm ¢ MO o06bIYHO npeobna-
Jal0T MYX4YMHbI (2:1)

PeHTreHonornyeckne mM3MeHeHus kocteid npu MO
NMPOXOAAT TPU CTaauu:

1 EgMHWYHbIE nepuocTasibHble HaMOXeHud, npune-
raloume K KOPKOBOMY BELLECTBY A/IMHHbIX TPy6UaTbIX
KOCTeil.

2. MHOXeCTBEHHbIe MepuoCcTalibHble HaloXeHus.

3. lepvocTanbHble HanoXeHWUsA, MPOHMKaKLWne
BHYTPb KOPKOBOIO BelLecTBa KOCTEMN.

MMaToreHes anM3oAnNYECKNUX apTPUTOB MPU MYKOBUC-
umnpose, kak n MO, g0 KOHLA He SICEH.
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Mo paHHbIM Hodson, Geddes, anm3oguyeckue apT-
puTbl BCcTpeyatTcs y 8,5 % 60MbHbIX MYKOBUCLMAO-
30M. BO3HMKalT OHW, KaK nNpaBuio, OCTPO, B TeYeHUe
12—24 4 noBbllWaeTca TemnepaTtypa Tena, NoABAAKTCA
60/1b 1 OTEYHOCTb B CyCTaBe.

YacTto anu3ogmyeckue apTpuUTbl acCoLMUPYOTCH C
NopaXeHWeM KOXW B BU[E y310BaTON 3puTeMbl U ApY-
rmx OpM Y3elKOBbIX MOPaXXEHUIN KOXMW, 0ObIYHO NO-
Kanusyrulwmnxcs B AUCTanbHbIX OTAeNlaX KOHEYHOCTE.
MpwW PeHTreHoN0rM4YecKoM nccnefoBaHumM U3MEHEHNS B
KOCTSIX He BbIABNAKTCS.

PeHTreHosornyeckoe uccnefoBaHve npu MyKoBuC-
LLMA03€e 0CTAaeTCA OCHOBHbIM METOLOM A/ OLEHKN MpPO-
rPECCUPOBAHUNA MOPaAXKEHUSA JIETKUX.

Cpasy nocne poxpaeHus 60NbHbIX AeTel naTonoru-
YeCKMe W3MEHEHMS Ha peHTreHorpamMmax Jierkux oT-
CYTCTBYHOT Bnocneactsmm BefywuMU ABASIOTCA Ha-
PYLIEHNS B UHTEPCTULMANbHOW TKaHW, PacnonoXeHHOo’
nepubpoHxXmanbHO, KOTOpble NPOABAAKTCA YCUNEHUEM
NeroYyHoro puUcyHka, NOSBAEHNEM IMHENHbLIX UN KPYT-
NbIX TEHEN, ceT4yaTocTn, A4EUCTOCTU, YepeLOBaHNEM OYa-
rOBbIX M3MEHEHWUI M NPOCBET/EHUIA, NPeLCTaBASAOLLUX
c060W 3aN0NHEHHbIE UM ONOPOXHUBLUMECA NapabpoH-
XnanbHble abcuecchbl (puc.14), cermeHTapHble UAN [0-
nesble atenekTtasbl (puc. 15), NTHEBMOHNUYECKNE UHPUNb-
TpaTbl, paclwupeHne U CMa3aHHOCTb PUCYHKa KOPHEei
nerkux (puc.16) WHorga peHTreHosoruyeckas cumn-
TOMaTMKa MOXET HEeCKO/NIbKO OTCTaBaTb OT KAMHUYeC-
KOW KapTuHbl. CTeneHb PeHTreHOoNorn4yeckn onpepe-
NAeMblX U3MEHEHUI B Nerkux BapbupyeT OT He3Hauyu-
TeNbHOM [0 Pe3K0 BbIPaXXeHHOI.

OfHVM M3 paHHUX PEHTreHON0rMYeCTKUX CUMMNTO-
MOB SiBiIfeTCSA aM(hn3emMa Nerkmx, NposBAAtOLWascsa B BUAE
NOBbIWEHNA MPO3PAYHOCTM NIErOYHON TKaHW, UCKPUB-
NEeHNA TPYAUHbI C 3USSHUEM PEeTPOCTEepPHaNbHOro MNpo-
CTpaHCTBa, YNNOLWEHNA KYMOJioB Auagparmbl, paclum-
peHns mMexpebepHbIX NMPOMEXYTKOB.
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Puc. 14. PeHTreHoNnornyeckne N3MeHeHus B Nerknx
npu MyKOBMCLUMAO03€E: [O0/IEBble aTeNeKkTasbl

Ona mMykoBucuuAo3a XapakTepHa onpefefieHHas
KapTuHa TEHW cepaua: CepAle «BUCUT» Ha cocyaax, Ka-
XeTCA KanenbHbIM. Y HEKOTOPbIX AeTeil pubpo3 B npu-
KOpPHEBbIX 30HaX Nerknx BblpaXeH HAcTO/bKO, YTO TeHb
cepaua 4eTKO He onpegensercs: cepgue Kak Obl «3a-
MYypOBaHO» B (PUOPO3HO M3MEHEHHble TKAHW JIETKOro
(puc. 17).

AHann3 peHTreHorpamm 60/IbHbIX, KOTOPbIE HaxoAu-
NUCb NMOA HaWMM HabnoaeHWeM, NpeacTaBfeH B Tabn. 7.

Ons aHannsa PeHTreHONOrMYecKUX W3MEHEHUI B
opraHax rpygHoi nosnoctv npu MyKOBUCLWUAO3€e Mpep-
NOXeH pAag 1abnuy, 4To NO3BONAET 00bEKTUBHO oOle-
Him. TSHXXeCTb NOpPaXKeHUs Nerkmx, a TakxKe onpeaenunTb
[[|[Hu||<n n'ucMHA 3aboneBaHms.
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Puc. 15. PeHTreHonornyeckme n3MeHeHns B Nerknx
npv MyKOBUCLUM03€: YCUIEHWE NEr0YHOr0 PUCYHKA,
NMHEHbIE WX KPYT/Ible TEHW, CETYATOCTb, AYEUCTOCTb,
yepefoBaHMe 04aroBbIX M3MEHEHWI U NPOCBET/IEHUIA

Mo HawwuMm AaHHbIM, Hanbonee yaoGHON ABNsETCS
Tabnuua bpacpunga (tabn. 8) [59].

[nsa aHanusa TAXKeCcTn TeYeHUd MYKOBUCLMA03a, UH-
AVBMAYyanbHOro nporHosa 3abonesaHns H.N.KanpaHoB
n E.B.PaunHckuii (1995) npepnaratoT MCNONb30BaTh
Wwkany bpacjunga B kKomnnaekte co wkanoi LLiBaxmaHa
(tabn. 9) [60], yTO 3HAUMTeNbHO O06nervyaeT MHTerpab-
HYI0 OLEHKY TsbKecTu 3aboneBaHus, a TakXXe MO3BO-
NnsaeT oxapakTtepmsoBaTb ANHAMUKY W 3 (EKTUBHOCTb
neyeHuns.

Ona 6onee TOHKOW WMAEHTUPUKALWN W3MEHEHWNIA
HMDKHUX [ObIXaTeNbHbIX MNyTel M NapeHXWMbl Nerkux
6onblWOe 3HaYeHMe UMeeT KOMMbHOTepHas ToMorpa-
(huna. HepgoctaTtkamy faHHOTo MeTofa ABNAOTCA:
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Puc. 16. PEHTreHoN0rM4eckne N3MeHeHNs B Nerkmx
npy MyKOBMCLMA03€: MHPUNLTPATbI, paclunpeHne
N CMa3aHHOCTb KOpHE

* HEOOXOAUMOCTb BBeAEHUS CeAaTUBHbLIX MpenapaTos

[eTAM paHHero Bo3pacTa;

* BbICOKas pagmaunoHHas Harpyska;
* BblCOKasi CTOMMOCTb MCC/Ie0BaHMUS.

Mpy GPOHXOCKOMUYECKOM WCCNef0BaHUWN BbIAB/A-
0T 3HaYUTEeNbHbIE M3MEHEHUS OPOHXMANbLHOro Aepesa
C nopaxeHnem OPOHXOB BCeEX WAN BONbLIMHCTBA Cer-
MEHTOB NO TUNY 6POHXMUTA U BPOHXO03KTAa308.

B Hawel KAMHUKE Mbl MPOBOAMM OPOHXOCKOMMUIO
0eTAM C MYKOBMCLMA030M Ha MPOTAXEHUU 6onee yem
20 neT, Kak npasuio, NOBTOPHO B AMHaMuKe Habnwoge-
HUA. OHAO0BPOHXMAaNbHbIE U3MeHeHUA O6HapyXuBa-
l0TCA B BuAe KaTapanbHoro (18 %), katapaibHO-THOWA-
HOoro (42 %) wn rHoiHoro (40 %) 3aHpo6poHxuTa. [pwu
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Puc. 17. PeHTreHonorn4yeckne U3amMeHeHus B NErkKnx
np1 MYKOBMCLMA03€e: HEYETKOCTb FPaHUL, CEpAeYHON TEHN

ncecnefoBaHMM ObiNN BbiIBNEHbI MOBbILEHHAA BA3KOCTb
MOKpPOTbl, 06Typauma CeKpeToM CerMeHTapHbIX U fo-
neBbiX GPOHXOB, a TaKXe Hac/lo0eHne MOKPOTbl B BuUAe
OCTPOBKOB W MOMOCOK HA CTEHKaX rNnaBHbIX GPOHXO0B U
Tpaxeu B BUAE HUTEN MU LWWUPOKUX MeMOBpaH.
XapakTepHO Hanuume THOWHbIX NPO6OK, NOKanu3y-
o mxca B 061acT Tpaxeo6poHXManbHbIX Y3/10B, CKaTOB
6uypkaumm Tpaxem W Ha BHYTPeHHel CTeHKe rnas-
HbIX GPOHXO0B, W UMEKLWNX BUA NAOTHbIX, BbICTYNalo-
WNX HaL YPOBHEM CAU3UCTON 06ONIOUKU OKPYTI/bIX
FHOMHbIX 06pa3oBaHuii. Kpome T0ro, 66110 OTMeYeHO,
0CO0eHHO Yy AeTeil paHHero Bo3pacTa, KOHLEHTpuyec-
KOe Cy>XeHue NnpocBeTa Tpaxen M KPYynHbIX OPOHX0OB B
pe3ynbTaTe HabyXxaHWs CAM3NUCTON 060N0YKMN.

73



Tabnuua 7
AHaIM3 PEHTIEHONOMMYECKNX MPU3HAKOB MYKOBMCLMA03a

KonnuecTBo 60/bHbIX,

PEeHTIeHoN0orMyecknii NnpusHak %

scero 300
Omdu3ema ToTanbHas 276 92
pernoHanbHas 27 9
6ynnesHas 30 10
ATenektasbl cerMmeHTapHble 75 25
nonesble 9 3
Mesnkne 105 35
YcuneHue f1ero4yHoro pucyHka 300 100
Ycunexnne n gedopmauns 270 90
NeroyHoro pmcyHka
BpoHxoakTa3sbl 186 62
MHeBMOHNYECKNE UHPUABLTPATHI 45 15
Mwukpoabcuecchl 30 10
MneBpuT Mex[0NeBow 33 11
nneBpo-KoCTasbHbIl 24 8
MHeBMOTOpAaKc 6 2
MnonHeBmMoOTOpPAaKC 3 1

Ons n3ydyeHns (QYHKUUM NErkux UCNonb3ywT che-
Aylowmre meTogbl: cnuporpaguio, KanHo - u 6ogumn-
netusmorpaguio, uccnegoBaHme Augpey3noHHON cno-
COOHOCTM Nerkux, rasoB KpoBW, KWUCOTHO-OCHOBHOIO
COCTOAHUA U Ap.

BpoHXxnanbHas 06CTPYyKUMA MpPU MYKOBMCLMULO3€
HOCUT reHepann3oBaHHbI XapakTep W CBfA3aHa Kak ¢
HaMuyMem NaTtonornyeckKn BA3KOro cekpeTa B NPOCBeTe
O6pOHX0B, TaK U C OGPOHX03KTasamu. MepnbpoHXUanb-
HOe BOCNaseHne, NOBTOPHbIE BOCNANINTENIbHbIE MPOLLeCChI
NPUBOAAT K CKIEPOTMYECKMM U3MEHEHWAM B OPOHXO-
NeroyHou cucteme, BNAOTb A0 Pa3BUTUA NMHEBMOGUG-
po3a, 4TO 06ycnoBAMBaeT pPeCTPUKTUBHbIE HapylLle-
HUSA, KOTOPble 06HapPYXXMBaKOT NPU NUCCNE[OBAHUN PYH-
KUWWN BHELWHEro abixaHunsa (®BA).

BbipaXeHHOCTb (DYHKLMOHANbHbIX U3MEHEHWUI NMPAMO
CBAi3aHa C TAXKECTbIO TeYEeHMA MyKoBucungosa. o mepe
TeyeHUsa 3ab60neBaHMA MPOUCXOAUT yBeNUYEHUE TU-
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KaTteropus

B3pyTue
(runepBeHTMNALMNS)
nerkmx

OuaroBble
nopaxeHus

JInHeliHble TeHun

«bonbLwmne»
nopaxeHus

3HaunTenbHble
N3MEeHeHuns

Tabnuua 8

Tabnuua Bpacunga

O603HayeHune

FeHepannsoBaHHOe B3ayTue
Nerkux, nposiBnsioweecs
yBennyeHnemM naowaam
NIeroyHbIX nonein, cmeweHu-
eM Auadparmbl BHU3 U ee
yNnoweHnem; yBesmyeHmemM
nepeaHe-3afHero pasmMmepa
rpyaHON KNeTkn (BblbyxaHune
rpyavHbl, Kuo3s rpygHoro
oTAena No3BOHOYHOIO
cTonba)

MHOXeCTBEHHble Mesfkune
(pnameTpomM 0OKo/i0 5 MMm),
oKpyrnble, 6e3 YeTKux
KOHTYpPOB TEHMU

UM NpocBeTNeHus.
OueHMBaT UX KOIMYECTBO
1 pacnpocTpaHeHHOCTb

JInHeHbIe TeHn
YNNOTHEHHbIX CTEHOK
BGPOHX0B, 06YCMOBMEHHbIE
MX BOCMasUTesIbHOW
nHhunbTpaune

CermeHTapHble u fo/ieBble
aTtenieKktasbl nnan

MHUABLTPATLI, BK/OYas
OCTPY0 MHEBMOHUIO

MocneacTBusl U3MeHeHMi
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Bann

0 - oTcyT-
cTBME;

1- 4- Ha-
pacTtatowas
TAXECTb

0 - oTcyT-

CTBUE;

1- 4 - Ha-
pacTaiwowas
TSAXECTb

0 - oTcyTC-
TBUE;

1- 4- Ha-
pacTaiwowas
TSAXECTb

0 - oTcyTC-
TBUE;

1- 4 - Ha-
pacTatwowas
TSXKECTb

0 - oTcyTC-
TBUE;

1- 4 - Ha-
pacTtaiowas
TAXECTb;

5 - ocnox-
HeHus
(nHeBMOTO-
pakc u ap.)



OueHka
cocToAHNA

Xopowlee
(86-100
6an10B)

YpnosneTso-
puTenbHoe
(71-85
6ann10B)

CpegHei
TSXKECTU
(56-70
6ann10B)

OLgeHKa TSHKECTM TeveHUs1 MyKoBuMcLUMAao3a B 6annax (LUBaxmaH,1977)

Bann

25

20

15

Obuee cocTosiHueE

HopmasnbHble pa6o-
TOCNOCOGHOCTb K
nocelueHne LWKONbI

YTOMNAeMoCTb

K Beuyepy,
HOpMasibHOoe
noceljeHne LWKonbI

BbicTpas yTomnsie-
MOCTb, 3HA4YUTENb-
HOEe CHWXeHune pa-
60TOCNOCOGHOCTHU
C TeHAeHunen

K O6GPOBO/IbHbLIM
naysam B TeYeHue
OHS.

OrpaHnyeHHan BO3-
MOXHOCTb noceuje-
HUS LWKONbI

Tabnmua 9

KnuHnyeckne faHHble

Kauwesb no yTpam, oTcyTcTBuE
[blXaTeNlbHON HeJ0CTAaTOYHOCTH,
HOpMasibHas yactoTa nynbca

Kawenb no ytpam, oTcyTcTBUE
NPU3HaKOB AblXaTe/IbHOA
HegoCTaTOYHOCTU, B NETKNX
(PM3nKanbHbIX UISMEHEHUI HET

He3HaunTesnbHble NPOSIBNEHUS
OblxaTeNbHOl HeJoCTaTOUYHOCTH,
CYXOCTb KOXW, yMepeHHas
Taxukapaus, aedopmayms
panaHr nanabLUeB No Tuny
«bapabaHHbIX Nasoyek»,
He3HaunTenbHasa gedopmaymsa
rPYAHOI KNeTKU, HEeNoCTOsIHHbIE
XpWnbl B NETKNX, HE3HAUNTENbHOE
yBe/IMYEHNEe NeYeHN

CocTosHMe
nuTaHus

Macca Tena u

pOCT Ha ypoBHe

25 yeHTnnA

Macca Tena u
pocT mexay
15-25
LeHTUNAMM

Macca Tena
n pocTt

Ha ypoBHe

3 ueHTUNA

PeHTreHo-
nornyeckue
N3MEeHeHNns

HeTt peHTre-
HONOTNYECKNX
N3MEHEeHNI’

MUWHUManbHble
N3MEHEHMS,
amcusema

omdbunzema,
ycuneHune
NeroyHoro
pUCyHKa,
cerMeHTapHble
arenekTasbl



Tsxenoe
(41-55 10
6annoB)

OueHb

TsKenoe

(meHee 40 5
6annos)

3HauuTenbHas
cnabocTb, KOpOTKNEe
nepuoabl
aKTUBHOCTM

C ANnTeNbHbIMYA
naysamu oTtabixa.
O6yuyeHne TONbKO
Ha AoMy

MocTenbHbIi
NN CUASYNIA PEXUM

O6WMKii UMaHO3 C BblpaXXEHHbLIM
akpounaHo3oMm, cepoBartblii

OTTEHOK KOXW, CyXOCTb, UHOr4a

pacuyecbl, 3HauuTelbHaa Taxu-

Kapamsa u ogbllka.

BbipaxeHHas kunesugHas ge- Macca Tena
hopMauus rpyaHoin KneTku, N POCT HMXe
gedopmauns ananr no Tuny 3 ueHTUNs
«bapabaHHbIX Nasoyek»,

NOCTOSIHHbIE XPUNbl C 06eunx

CTOPOH TFPYAHOI KNEeTKW.

YMepeHHas

renaTocnseHomeranus

CepoBaTo-3eM/INCThIl LBET KO-

XW, pacyechbl, BblpaXeHHas

Taxukapausi u ogbllika. Fpy6as
pedopMaumsa rpyauvHbl No Tuny

«KypUHOW», aedopmauusa da-

NaHr nansues no Tuny «bapa- rny6okue
GaHHble MasloyuKmn». HapyLeHus
Bo/nbloe KOMMYECTBO BM@XHbIX — MUTAHUSA
XpWnoB, NeroyHoe cepaLe.

3HauuTenbHasa renaTocnsjieHo-

Meranusi. ExxegHeBHble TemMne-

paTypHble «MUKW» BHE nepuoga
ob6ocTpeHus

Tspkenasa
amcunzema,
aTenekTasbl,
NHEBMOHMU-
yeckne ouarm,
BGpPOHX0-
3KTasbl

3HaunTeNbHbIE
pPEHTreHo-
norunyeckue
N3MEHEHMS,
noneBble
aTenekTasbl,
BGpPOHX0-
3KTasbl



NepBeHTUNALUMN NerKUX. IDTO NPOABNAETCA PE3KUM
YBE/IMYEHNEM OCTATOUHOro 06bema nerkmux (OOJ). Tak
KaK OLHOBPEMEHHO 3HAUYMTENIbHO CHUXKAETCH >XU3HEH-
Has eMKOCTb Nierknx (XKEJT), To oTHoweHusa XXEJ1 n OO/
B CTPYKType obuien emKocTu nerkmx(OEJT) nameHs-
IOTCA Ha MPOTUBOMOJIOXKHbIE.

B Hopme OOJ1/OEN coctaBnaet 26 —27 %, Ha Aot
XEN npuxogutca 73 —75 %. lNpu mykoBucumpgose
OON/OEN yvacTo gocturaet 60 —70 %.

BonblWWHCTBO MeTOA0B nUccnegosaHns @B/ TpebytoT
aKTMBHOIO y4yacTua nayueHTa, NO3TOMYy MOTYT NOJIHO-
LLEHHO BbINOMHATLCA Y AeTel cTapwe 6 net. Takue ne-
royHble o6bembl, Kak OE/T 1 OOJ1 MOryT M3MepsAThCS
nM60o C NOMOLLbIO pa3BefeHns NHEPTHOrO rasa (reius) B
3aKpbITON cuctemMe, MeTofa BbIMbIBaHWS a3oTa M60
meToda 6ogunnetusmorpadpuu. Hambonbwee pacnpoc-
TpaHeHue Nony4yunn MetTof pa3BefleHus MHepTHOro rasa
(renns), KOTOPbIA OCYLL,ecTBAAETCA C MOMOLLbI raso-
aHanunsatopa MOOJI. lMauneHT noAknyaeTcd nocne
CMOKOMHOro BblfoXa K crnuporpady, nog KO0KOOM
KOTOPOro HaxoAuTCcA BO34YLIHO-renesas CMecb, CO-
pepxawan 4—5% renna. B aTo Bpemd ras, HanosHA0-
WK nerkne, npegcTaBnsetT PyHKUMOHAIbHYHO O0CTaTOu-
HYI0 eMKOCTb fierkux (®POE). MNMayneHT AbIWNT 40 Bbl-
pPaBHMBAHUA KOHLEHTpaLuu renns B cnuporpadge u fer-
KMUX. Y 300pOBbIX A€Te U NauueHTOB C HOPMasibHbIMU
NEeroYyHbIMN 06bLeMaMmn 3TOT Npouecc AnnMTcs 5—6 MUH.
Uem 60nbwe OOJI, Tem 6onblue BpeMeHu TpebyeTcs ans
BblpaBHWBAHUA KOHLEHTpauuu renns B cCUCTEME MNpwu-
6op — nerkne. OAHako wuccnefoBaHWe He PEKOMEH-
ayetcs nposoAuTb 6Gonblwe 10 MWH, Tak Kak pebeHOK
OYeHb YCTaeT, U 3TO He MO3BOJIAET eMy B KOHLe uccne-
fJoBaHUA chenatb rny60KuiA BbIAOX MOCe MakcuMasb-
HOro BAoxa gnd onpegeneHunsa XXES.

O6cneays 60MbHbIX MYKOBUCLWAO30M, HEO6X0AMMO
ObITb 0YEHb BHUMATE/IbHbIM, TaK KaK y HEKOTOPbIX AeTel
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MOXEeT YyCyryouTbca runokcemusa (nosBMTCS UAN YCU-
nMTca akpouwaHos). [Lo6aeneHue kucnopofa B pabo-
YN KONOKON cnuporpada Mo3BONAET NPOBECTU MUC-
cnefoBaHue y feTell C KJAMHUYECKU BblpaXeHHbIMU
CMMNTOMaMmn TUMNOKCEMUN.

H.N.KanpaHoB (1995) pekomeHAyeT npu PyHKLMNO-
HanbHOM 06C/ief0BaHUN NEePBUUYHOI0 601LHOr0 cob/t0-
faTb C/leAyloLlWy MoCcnefoBaTebHOCTb: CHavana fe-
narT 3abop KpPOBWU [ANA OMpPefesieHns KUCA0THO-0C-
HoBHOro coctosaHnsa (KOC) n nsMepaoT HanpsxeHue
Kucnopoga B apTepuansHoii kposu (Pa02 [60]. 3aTem
NpoBOAAT cnuporpauio C ee KayeCTBEHHbIM aHanu-
30M. 3TV faHHble MNO3BONIAKOT MNpeLBapuUTeNbHO oOLe-
HUTb TSXECTb (DYHKUMWOHANbHbIX W3MEHEHWIA K Mpo-
rTHO3MPOBAaTb NMEPEHOCUMOCTb C/eAyHLWNX MeTOLUK.

[ns aHann3a NosyyeHHbIX Pe3ynbTaTOB UCMOMb3YIOT
0O/DKHbIE BEIMYUHBI, B KOTOPbIX MPUCYTCTBYKOT pas-
NINYHbIe NapaMeTpbl OpraHnu3ma: pocT, macca Tena, B03-
pacT, MOBEPXHOCTb TeNa, Koppensauma napaMmeTpoB PyH-
KUWM BHEWHero AblXaHWs ¢ pocTtoMm. Mpu oueHkKe no-
KasaTesien y feteil ¢ MyKOBUCLMA030M NpaBuibHee UC-
NoMb30BaTh AO/KHbIE BENWNUYMHbI, YYUTbIBalOLWME pPoCT
pebeHKa, a He BO3pacT, TaK KaK OHM 3HaYUTENbHO OT-
CTalT B ()M3MYECKOM Pa3BUTUUN OT CBOUX CBEPCTHUKOB.

CTeneHb U3MEHEHWUI NeroYHbiX 06bLEMOB 06bIYHO
3aBUCUT OT TSHKECTU TeyeHUs 3ab60neBaHUA U HaNMUuUS
ob6ocTpeHud. lMpu TaXKeNnom TeyeHUn 3aboneBaHua
(DYHKLMNSA Nerknx Cyu,eCTBEHHO M3MEHEeHa, YTo NpPUBO-
OVUT K Bblp@XEHHOMY HapyLlleHWI0 rasoobmeHa, npo-
ABNAOLWEMYCA TUNOKCEMUEN N TUNEPKaNHUEN.

Bo BpemMa o060CTpeHMs TakXe yXyAwakwTcs noka-
3aTeNn (PYHKUMW OblXaHWA: 3HAYUTENIbHO CHUXKaeTcA
XXEJ 3a cuet orpaHmyeHus Baoxa, B 1,5—3 pasa yua-
waetcs AbixaHne. OBGbIYHO B NMepBble AHW 060CTPEHUA
npu NevyeHNUN MNPOUCXOAMUT AaNbHelwee yxyf[lleHue
(hYHKUMOHaNbHbIX NOKa3aTesneln, YTO CBA3AHO C ycuie-
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HYEM OTXOX[AeHWA MOKpoTbl. OfHaKo, HaymHaa ¢ 3—
5-ro gHA, Npy yMeHbLWEHWN KONMYeCcTBa MOKPOTHI,
yAyyLwarTcq U (PYHKUMOHANbHbIE MoKa3aTenu.

MporpeccupoBaHne GPOHXO-NEFOYHOrO npouecca u
pasBuTMeE NIer04HOro cepaua NPUMBOAAT K AaNbHenwemy
YXYALWEHNIO (DYHKLMOHANbHbIX MOKa3aTefei nerkux.

OueHKa pe3ynbTaToB UCCNeLOBaHUA KUCIOTHO-
OCHOBHOTO COCTOAHUA Y 60/bHbIX MYKOBUCLWAO030M
npeacTaBifgeT onpefeneHHble CNOXHoOCcTU. [MoTeps
3NeKTPONNTOB cama no cebe nNpuBOAUT K meTabonu-
yeckomy ankanosy. MoaToMy npu MyKOBMUCLULO3E Me-
TaboNNYeCKNn ankano3 paccmaTpmBaeTCa He Kak KOM-
neHcauuna pecnupaTopHOro auMpaosa, a Kak nepBuyHoe
nposiBieHMe MeTaboMYeCKUX HapylweHnin. MOoXHO
roBOpUTbL O Mapansie/lbHOM HapyLlWeHUN KWUCNOTHO-OC-
HOBHOrO0 COCTOSIHMA M romMeocTasa: pecnuMpaTopHOM U
MeTaboIMYeCKOM KOMMOHEHTaX.

MopakeHne JIOP-opraHoB
npu MyKOBUCLMA03e

MopaxeHne JIOP-opraHos npu MYKOBUCLMAO3E
CBA3aHO C MepBMWYHbLIM 3BEHOM MaTtoreHesa 3abonesa-
HWA, BbI3bIBAOWNM M3MEHEHMA BCeX TKaHel, obpasy-
IOLWNX CN3b.

BTopuyHble n3meHeHud, Habnwogawowmecs npu my-
KOBUCLMA03e, MOXHO MPeACcTaBUTb B BUAE ClefytoLLel
cxeMmbl (puc. 18).

YacTtoTa nonmMnoB Hoca y 60/IbHbIX MYKOBUCLMNAO-
30M, NO HaWWM faHHbIM, cocTasnaeT 12% , No gaHHbIM
pas3fIMYHbIX aBTOPOB, OHa Konebnetca — 10—32% [1].

(McTONornyeckoe nccneaoBaHne CAM3nMCTon 060/104KN
MosiocTU Hoca NO3BOJSISET BbIABUTL ferpafjauuto xene-
3UCTOro anuTenns ¢ o6pasoBaHneM PeTeHLUOHHbIX KUCT.
YKasaHHble U3MEHEHUSA He cneuyuduyHbl 48 MyKOBUC-
unposa. OTnnumeMm OT annepruyeckoro noamMmnosa Hoca
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CTa3 n baktepuanbHas
KONOHM3auma cnmsu

PassuTre nonunos Hoca
4
O6pa3zoBaHue NonannNoB
B OKO/IOHOCOBbIX Masyxax
4
Passutue cneunuryecknx
N3MEHEHWNI Nnuua

Puc. 18. MNatoreHeTyeckKasa cxema nopaxeHus
JN1OP-opraHos npu MyKOBUCLML03€

ABNSETCSA MeHbLUAas BblPaXXEHHOCTb 303MHO(MUILHON NH-
hunbTpaymn, BolsBagemas Npu MyKoBUCLUA03E.

Y 6onee yem 90% 60NbHbLIX MYKOBMCLWAO30M OT-
MeyaeTCA MOopaeHne OKOJIOHOCOBbLIX nasyx. HecmoTps
Ha MaTOreHeTUYecKyto CBA3b, 60JIbHble MYKOBUCLUAO-
30M CKJ/IOHHbl K 3a60/ieBaHNIO0 CpPefHUM OTUTOM He B
6onblel cTeneHun, Yem 340poBble fetu [61].

BblpaXeHHOCTb cMMNTOMOB nopaxeHua JIOP-op-
raHoOB MOXET 6bITb PasIMYHON: OT aCUMMTOMHBIX CNy-
YyaeB CO CMOHTAHHOW perpeccuelt NOAUMOB A0 TAXENbIX
NnopaXKeHWii ¢ 3aTpyLHEHVEM HOCOBOIO [blXaHUs u pas-
BUTUEM aHOCMUW W gedopMmaLunii TMLEBOro CKeneta.

MefunkameHTO3Hada Tepanus npu noaunax (MectHas unm
CMCTeMHasa KOPTUKOCTEPOUHAA M aHTUTUCTaMUHHARA), Kak
npasuio, mMano3dekTuBHa. XuUpypruyeckuii Metos ne-
YeHM — NOSIMNIKTOMUA — TaKXKe ABASeTCA NnanvaTus-
HbIM BBMAY 4acTOro o6paTtHOro pasBuMTMUS NOSUMOB.

6- 7173
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[naBa 2

MopaxkeHne MULLIEBAPUTETbHOIO
TpaKTa U NeyeHn

MopaxxeHne MNOMKENYAOUYHON >Xenesbl. 3HayeHue
NOAXeNyLOYHOM Xefie3bl B NaTOreHe3e CMHAPOMaA Masb-
abcopbunm 66110 oTmeyveHo B 1938 r. Dorothy Andersen,
KOTOPbIA BBEN TEPMWUH «KUCTO3HbIA (punbpo3 nomxe-
NYyA04HOW Xenesbi» [62].

[0 o6Hapy>XeHuns B 1953 I. MOTOBbIX 3NEKTPONUTHbLIX
HapyLweHWn Npu MYKOBUCLMA03€ U BHEAPEHUS B Npak-
TUKY NOTOBOr0 TecTa COBEPLUEHCTBOBANUCHL [MArHOC-
TUYecKMe TecTbl BbIIBEHUS MYKOBUCLMAO3a Ha OC-
HOBE CMHApOMa manbabcopbumn.

MaTonoroaHaTOMUYeCcKNe N3MEHEHUSA B MOLKENY04-
HOM )Kenese BK/OYAKOT:

* 06CTPYKLMIO NPOKCUMANbHbIX KaHanbLeB;
* Hejopa3BUTME U AeCTPYKLMIO auUHapHbIX KIeTOoK;
* (hMbpPO3, XXUPOBYD N MUKPOKUCTO3HYK TpaHcHop-

Mauu c atpouein (YHKLUOHUpPYHOLWMeENH 3K30-

KPUHHON TKaHw;

* CTEHO3 BbIBOAHbIX NMPOTOKOB C 0O6pa3oBaHWEM Kam-

Hel [57].

TAXECTb TMCTONOTMYECKUX U (DYHKLMOHANbHbIX W3-
MEHEHWI NOMAXEeNYAOYHOWN Xenesbl y pasnnyHbiX 60/b-
HbIX BapbMpyeT B 3aBMCMMOCTM OT BO3pacTa [23].

HapyweHuns B NomXenyno4yHoM Xenese HabnwogawoT
yXe Ha paHHWUX CTaguaX BHYTPUYTPOOGHOro pasBuTuA
nnoga. Ho, HecMoTpsa Ha 3TO, auMHapHas TKaHb cpasy
nocne poxpjeHus pebeHka coXpaHseT Crnoco6HOCTb
CUHTE3MpOBaTb (PepMEeHTbl, YTO [0Ka3blBAETCH BbICO-
KM YPOBHEM MMMYHOPEAKTUBHOI0 TPUMCUHOreHa B
CbIBOPOTKE 00MbHbIX. VIMMYHOPEaKTUBHbLIN Tpuncu-
HOreH, Kak yCTaHOB/IEHO, ABMASETCA NaHKpeaTU4ecKUMm
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TPUMNCUHOTEHOM, U MOBbILIEHWE €ro YPOBHA 06BACHSA-
eTcs 06CTpyKUMel BbIBOAHbIX MPOTOKOB 39K30KPUHHOM
TKaHW NOMAXeNnyAo4HON xenesbl. Y 601bWINHCTBA 60/1b-
HbIX MYKOBUCLMA030M B TeYEHUE NEPBOro rofa XXm3Hu
YypOBeHb MMMYHOPEaKTUBHOIO0 TPUMCUHOTEHa MOHMU-
XaeTcAa HUXEe HOpPMbl. OTO ABNAETCA Pe3ynbTaToM
npoueccoB 0BCTPYKUMM W LeCTPYKLUU, KOTOpbIE Mpo-
[JO/MKAKTCA L0 TeX Mop, NoKa BCA YHKLUOHUPYHOLWas
9K30KPUHHAA TKaHb NOAXENYAOYHOM Xenesbl He OyaeT
paspyweHa. Mapkepom 3TOro npouecca ABnseTcA naH-
KpeaTM4YecKn accouunmpoBaHHbIli nentug [63].

OTKpbITME TeHa MYKOBUCLLMAO03a U ero aHOMaslbHOr 0
6enKOBOro MpPoJyKTa MO3BOMWUAO OOBACHWUTHL Hapylle-
HUe (YHKUMWU MOMAXEeNyA04YHON Xenesbl Kak U3MeHe-
HWe TpaHcnopTa X/J0PUA0B M XUAKOCTH.

CryuweHne cekpeta NpMBOAUT K MUKPOAYKTaNbHOW
N QYKTaNbHOW O6CTPYKLMUWN, Pa3BUTUID TUMUYHBLIX MPO-
rpeccupyrowmnx LecTPYKTUBHbIX M3MEHEHWA nopxe-
NYA0YHON Kenesbl.

B HopMe 06beM cekpeTa NOAXKeNyLOUYHOW Xenesbl Yy
B3poc/bIX cocTasndet 1500 mna B cyTKU. OH cOAepXut
(hepMeHTbl, TMAPONN3ytoL e 6enKu, XUpbl U YrneBoasl.
MpoTeasbl NpefcTaBfeHbl TPUMNCUHOTEHOM U XUMOT-
PUNCUHOTEHOM, nNpokap6okcunentngasamm A n B, npo-
anacTtasoi, KOTopble BblfenseT MNoAXenyfoyHas Xe-
nes3a B HEAKTUBHOM Bufe. TPUMNCUHOTEH MOA AeACTBUEM
9HTEPOKUHAa3bl — (hepMeHTa, BbipabaTbiBaeMoro ciu-
3UCTON 0060M10YKOIM ABEHAALATUNEPCTHOW KULLKKU, npe-
Bpaliaetcd B TpurncuH. lMocnegHWin B CBOK oYepeb
nepeBOAUT Apyrue npoteasbl B aKTUBHble (DOPMbl XU-
MOTpUNCKMHA, Kapbokcunentugas A n B n anactasbl.
Cekpeumns pepmMeHTOB B HEAKTUBHOM COCTOSAHUU Mpe-
JOXpaHsAeT B HOpMe MOAXeNnyAouHYK Xenesy OT ca-
monepesapuBaHusa. AMuniasa pacuiennser nonuca-
Xapufibl 4o onMrocaxapugos, nnasa — aMyabrmpoBaH-
Hble TPUTAULEpUAbl, 3cTepasa — 3(Mpbl Xonectepu-

f*
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Ha. 3T (epmMeHTbl MOXKeNnyLo4yHas >kenesa Cekpe-
TUPYeT yXe B akTUBHON (opme. Konunasa fBnsercs
HE0O6XOAUMBIM KO(aKTOPOM BAUAHUA NKUNasbl Ha TPU-
ravuepuabl, Tak Kak OHa HapyllaeT B3aMMoOjeicTBue
MeXAY TPUrNnLepuaaMun 1 XenyHbIMu CONAMU, Tem ca-
MbIM 06/1ervas fencTBme NMNasbl Ha TPUTULEPUABI.

BbipaboTka NoaXenyaoyHoOl >Kenesoil HegocTaTou-
HOro KonnyecTBa (DEPMEHTOB ANA NepeBapuBaHusa U
BCacbIBaHMA NULLEBbIX MHIPEAMEHTOB ONpeaenseTcs Kak
naHkpeaTmnyeckass He,OCTaTOYHOCTb.

Mo paHHbIM Hodson, Geddes [1], npubnn3nTensHo y
85% 60NbHbIX MYKOBUCLMA030M MaHKpeaTuyeckas He-
[OCTAaTOYHOCTb BbISABNSIETCA C MOMeHTa poxaeHus. Oc-
HOBHbIMW KJMHUYECKUMWU MPOABAEHUSAMU MaHKpeaTu-
4YeCKOM HefOoCTAaTOYHOCTU ABNAIOTCA:

* MEKOHMaNbHbIA nneyc;

» fnapesn /cTeaTopesq;

e LenUNT XNPOPacTBOPUMbIX BUTAaMUHOB;

e remonuTuyeckas aHemus (B mepumojs HOBOPOX[EH -

HOCTHW);

* 0TekN (rMNONpPoOTEnHeMUA);

* 3a/iepXKa (hM3M4YeCcKOro pasBuTus;

* peKkTa/lbHbIA nponanc;

* AUCTaNbHbIA MHTECTUHANbHbLIA O6CTPYKTUBHbBIN CUH-

ApOMm;

* MHBarnHauum.

[Ovapes npun MyKOBUCLM03€e pa3BMBaeTCH Mpenmy-
WeCTBEHHO MO MPUHLWUNY OCMOTUYECKOTO MexXaHu3Mma.
OCHOBHbIM MPU3HAKOM HapyLeHWA BcacbiBaHWUA AB-
nseTcAa cTeatoped. B ToNcToOW KuwKe 6akTepuu rup-
POKCUNUPYIOT HenepeBapeHHbIe XUPbl, YTO NOBbIWaeT
NMPOHNLAEMOCTb KMETOK W aKTUBHYI CeKpeuuto aHu-
OHOB KOJIoHOUMTaMu. B pesynbTaTe 06bEM KanoBbiX Macc
yBenm4ynBaeTCcs, CTyn CTAHOBUTCHA CBeT/iee U npuobpe-
TaeT HenpuATHbIA 3anax. OCHOBHOW KJIUHWUYECKUI
NpuU3HaK NaHKpeaTM4YeCcKOW HeLOCTaTOYHOCTM — YBe-
NNYyeHue pasmepos xueota (puc. 19).
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Puc. 19. YBennyeHne pasMepoB XUBOTa Yy 60MbHOIO
MYKOBUCLMNA030M
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3ajepxka (um3nyeckoro passutuda. lNpu Hapylwe-
HUN BCacblBaHWUA MUTaTeNIbHbIX BeLW,eCcTB B MULLeBapu-
TeNbHOM TpakTe TKaHW HayMHaKT MCMNO/ib30BaTb 3a-
nacbl Xupos u 6enkos opraHusma. loctynneHve nu-
TaTe/NlbHbIX BELW,ECTB B pe3y/bTare manbabcopbumm He
COOTBETCTBYEeT NnoTepe 3anacos M NOTPebHOCTAM poc-
Ta opraHuama, BO3HWKAeT OTpuuaTeNnbHbIl 6GanaHc
MEeXAY MOCTYyN/eHnemMm u notpebneHWeM Kanopuii.
HecMoTpsa Ha KOMMNeHCATOPHYH runepgaruio, y 605b-
HbIX HabnaaeTcd 3afepXXkKa (PU3MYecKOro passBuTud
(puc. 20).

MmnonpoTeMHeMuns n noteps 6enKoB. B Hopme 3kK-
CKpeuunsa 6enKa B MPOCBET KULLKKN 16O OTCYTCTBYET, NGO
oyeHb Mana. Mpu mykoBucumpose bGapbep CAU3UCTOW
000/104KN KUMKW NGO NOBPEXAEH, MO0 OTCYTCTBYET,
4TO NPUBOAUT K BbIXOAY 6€1KOB U3 UHTEPCTULMANBHOTO
NMPOCTPaHCTBa Yepe3 IHTEPOLUT B MPOCBET KULWKK. Mpu
3TOM anbOyMUHbI TEPAKTCA Yepe3 CTeHKY KULIKU Obl-
CTpee, YeM CUHTe3MUpytTCA B NneyeHn. bonee Toro, Ha-
pylleHne BCacblBaHUA aMWHOKWUCNOT MPUBOAUT K Ha-
PYWEHU CUHTe3a anbbymuHoB. CnepcTBmem runo-
NMPOTENHEMUN ABNAKOTCA OTEKMW.

Takum 06pa3oM, 3K30KPUHHAA NaHkpeaTMyeckas He-
[JOCTAaTOYHOCTb NPOSABAETCA HapyLeHNEM BCacblBaHUS,
B OCHOBHOM, 6€/IKOB M XXMpPOB. HapylleHne BCcacbiBaHUA
yrneBofoB Habnt0gaeTca pesko.

[na Koppekuun naHkKpeaTU4yecKOM Hef0CTaTOYHO-
CTM WCNONb3YKT npenapaTbl HOBOrO MOKOJ/IEHUS, CO-
gepxawme GepMeHTbl NOAXKENYA0UYHOW Xenesbl (CM.
pasgen 1V, rnasy 1). IXx npumeHeHNe C 3aMeCTUTESb-
HOW LeNbl0 MO3BONAET KOMMEHCMPOBATb NaHKpeaTu-
YeCKyl0 HefOoCTaToyHOCTb. OfHAaKo Auapes npu my-
KOBUCLMA03e MOXET ObiTb 00yC/I0OB/IEHA TakKXe 1 npu-
YMHaMW, He CBA3aHHbIMW C ManbAurecTuein U mManbab-
copbyumen.
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Puc. 20. 3agep>XKa (PU3N4ecKoro pasBuTust N yBenmnyeHmne
pasMepoB XMBOTa Yy 60/IbHOM MYKOBUCLMA030M
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MpuunHbl gnapen, accoLMMpoBaHHbIe C MYKOBUC-

LUML030M, ClefytoLme:

» HeagekBaTHas fo3a (hepMeHTOB.

* HenpasuW/bHbIN Npvem (PepMeHTOB.

» bnonornyeckn HeakTUBHbIE PEPMEHTbI:

* HU3Kaa pH XenygoyHoro CoO4ep>XUMoro;

e ObICTPOE MPOXOXAEHWE NULLEBOro KOMKa MO TOH-
KUM KULLKaM;

* Hecob6nl0jeHMe cpoKa rogHoCTN thepmeHTa.
MpuyrHbl gnapen, He CBA3aHHbIE C MYKOBUCLMAO-

30M, CnegytoLune:

* VIHheKLNOHHbIe 3abonieBaHuns.

* BKnoyeHue B fueTy 60/bWLION0 KonyecTsa nocnab-
NALWMX NPOAYKTOB.
Opyrvie npuyunHel manbabcopbumnm:

* HapyLlleHne TONEePaHTHOCTU K NaKTo3e;

* 3KCCyfaTMBHaa 3aHTeponartus,

* NpsAMOe AeicTBMe aHTMOaKTepuanbHbIX MPenapaTos;

* Lennakns.

[MaHKpeaTuUT Npun MyKoBUCLMA03€E

Mpn MyKOBMCLMAO3e 4acTO BCTpeyvaeTcs naHkpea-
TnT. Shwachman [64] onucbiBan KAMHWKY 060CTPeHUs
XpOHMYeckKoro naHkpeatuta y 10 noApoCTKOB W nuL
MONOAOr0 BO3pacta. Y 2 nauueHTOB MNaHKpPeaTUT Obif
AMAarHoCTUpPOBaH [0 YCTaHOB/IEHMA AMarHo3a MyKOBWUC-
unpgosa. OnucaH NaHKpeaTuT, acCOLMUPOBAHHbLIN C My-
KOBUCLMA030M, Y AeTel mnaglero so3pocta [65].

KNMHWYeckn naHKpeaTuT MaHUMECTUPYET THXKENbIM
OCTPbIM NPUCTYNoM abgoMuUHaNbHOW 6011, CONPOBOX-
pawouierica poTol. bonb valie BCero fokanusyetcs B
Haj4ypeBHOM 06/1acTu, HOCUT ONOACHIBAKOLLIUA Xapak-
Tep. Mpn nabopaTopHbIX WCCNELOBAHUAX BbISBNAKT
NOBbILEHNE AaKTUBHOCTU aMuiasbl B MOYe U CbIBOPOTKE
KPOBW, NpY YyNbTPa3ByKOBOM MCCEf0BAHNN MOXHO 06-
Hapy>XUTb yBeNMYeHMe MOLXKeNYLOUYHOW Xenesbl.
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Tepanuna ocTPOro naHkpeaTuTa BKIKOYAET Pasrpysky
KWULWOK NpY NOMOLLM Ha3oracTpasibHOro 30HAa, UCNoJb-
3oBaHna H2 6nokatopoB. VH(Y3NOHHYIO Tepanui u
napeHTepasbHOe NUTaHWe MPOAO/MKAKT LO MpeKkpa-
WeHNa NOCTYN/NIEHNUA XeNyLOoYHOro COAEpPXMMOro no
HasoracTpaabHOMY 30HAY.

MWKPOKUCTbI, KUCTbI
N KaMHW NOMKeNyA04HON XKefesbl

MHOXeCTBEHHbIe MWUKPOCKOMWYeCKne WUnm Hebosb-
lWe MAKpOCKONUYeCKMe PeTeHLWOHHbIE KUCTbl ABNA-
IOTCA TUNWUYHBIM MATOMOPMONOrNYECKUM MNPOAB/IEHU-
eM MYyKOBMCLMAO3a. OTU KUCTbl pa3BMBalOTCA B pe-
3ynbTate AYKTanbHOW OOCTPYKUMM MPOTOKOB MNOAXe-
NYAOYHON >Xenesbl BSA3KMM cekpeToM. OO6bIYHO KX
pasmep He npesbliwaet 1—3 MM B AnameTpe, B pefKux
cny4dasx BCTpevawTcd KUCTbl 6onbwe 10 mMm. B 60/b-
LWWHCTBE C/ly4YaeB KUCTO3 MNOXKENYAOYHOW Xese3bl npu
MYKOBMCLM03e acUMNTOMEH, OLHAKO HeKOTOpble aB-
TOPbl OMUCBLIBAIOT €ro BOCNAaNUTENbHbI KOMMOHEHT [66].

KaMHW nogxenyfo4yHol xenesbl, 06HapyXusaemble
y 60/IbHbIX MYKOBWUCLMA030M MPU ayTONCUN WU KOM-
NbOTEPHOW TOMOrpauun, peakKo KAMHUYECKN MaHude-
cTupytoT. OfHaKo onucaHa Tsxenas abAoMUHanbHas
601b Y 601bHbIX C KAMHAMMW, AMAFHOCTUPOBAHHbLIMU MPU
noMoLWM KOMMbIOTEPHOW TOMOrpauu , KOTOPYH Ky-
nMpoBasun C NOMOLWbLK nuTOTPUNCUKM [67]. TUraHTCKmMe
KUCTbl NOAXENYyA0YHON Xenesbl, KOTOpPble ABNAKOTCA
NPUYNHOI abAoMMHaNbLHOW 601K, BCTpeYarTCa pefKo.

[MoparkeHune
NULLEBAPUTENLHOIO TpPaKTa

MCTONOrNYECKNEe M3MEHEHUS MULLEBAPUTENILHOTO
TpakTa OMuUcaHbl elie B NepBbiXx pa6oTax no MyKOBUC*
unposy. Tak, ®apb6ep (1900) oTmeyan aHOMasIbHbIA M-
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pakTep CM3n B ABEeHaALATUNEPCTHOW KULLKE, NuLye-

BOAE U 303MHO(UNbHbIE MPOOKM B CNOHHbLIX Xese3ax.
3TN M3MeHeHUa 006ycnoBfeHbl aHOMasibHbIM WOH-

HbIM TPaHCMOPTOM M OTpaxakwT 00Wune HapyLeHus,

KOTOpble SIBASKOTCA CNeAcCTBMEM AedeKTa reHa u npo-

OYKUMeRn aHOManbHOro reHHoro npogykra [68].

CnioHHbIE >Xenesbl U POTOBad 4yacTb /10TKWU. [uc-
TONOTNYEKMNE M3MEHEHUA B C/IIOHHbLIX XXefie3ax BK/IO-
4yalT 3aKYNnOpKY BbIBOAHbLIX MPOTOKOB C/IM3UCTbIMU
npo6kamun, aHONOTMYHbIMU TaKOBbIM B NMOLXKENYA0UYHO
xenese. OfHAKO KAWHWYECKMe MPOABNEHUS nopaxe-
HUA CNIOHHBIX Xene3 06bIYHO HeTsHKenble. Cuanonu-
Tunas —4yacTo BCTpeyarlL,eecs 0CN0XHEHNE MYKOBUC-
LLMAo3a, OCHOBHON MPWMYMHON KOTOPOFO0 CYUTAKOT Bbl-
COKOe cofiepXaHue Kanblus B ctoHe 60bHbIX. 10 Ha-
WM fJaHHbIM, Npu6nnM3nTenbHo y 90% 60MbHbIX
MYKOBUCLWAO30M YBENWYEHWNE CIIHOHHBIX Xefes3 npo-
TeKkaeT 6ecCMMNTOMHO.

OnpegeneHne CNOHHOW amunasbl B CbIBOPOTKE KPOBU
00bIYHO CBMAETeNbCTBYET O KOMMEHCATOPHOM MOBbI-
WeHWU ee aKTUBHOCTWU, He BbIfBASeMOe Npu 06Hapy-
YKEHMUUN 06LIE CbIBOPOTOYHONM amMunasbl.

Y peTeil paHHero Bo3pacTa onpegenseTcs NoBblLe-
HUe aKTUBHOCTWU (hapuHreanbHol nunasbl [1] , 4TO MO-
XeT OblTb BaXHbIM (PakTOpoOM MNuWL,EBapeHNs B 3TOM
BO3pacTHOW rpynne.

OCNOXHEHMAMWN JleYeHUs Mpu MYKOBUCLMAO03e fB-
NATCA:

* aPTO3HbLIA CTOMATUT KaK pe3ynbTaT npuema rpaHyn
thepmeHTOB 6€3 Kancyn,

* OpafibHbIli KaHAMA03, BO3HUKAKOLWWUIA NpU UCNOSb-
30BaHUN MHransAuMOHHbLIX CTEPOUAOB U MPUEME aH-
TUONOTUNKOB.

HapyLieHre MOTOPVKM NULLEBAPUTENIBHOIO TpakKTa.
HapylweHne MOTOPUKM BEPXHUX OTAENOB MULLEBapu-
TENIbHOr0 TpakTa — ractpoasodaranbHblii pedatokKc,
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AVCTaNbHbIX OTAEN0B — AUCTaNbHbIA UWHTECTUHANbHbI
OOGCTPYKTUBHbIN CUHAPOM KaK 3KBUBANEHT MEKOHU-
aflbHOro njieyca MOXHO 00beUHUTb B €AUHUYHbBIN Tre-
HepaNM30BaHHbIA TFaCTPOUHTECTUHANbHbIA CUHAPOM
HapyLeHUs MOTOPUKM.

dTnonatoreHes 3TUX WU3MEHEHWUW HABNAETCA MY/b-
TUdakTopuanbHbiM U ACEH He L0 KOHua. HekoTopble
thapmakonornyeckme cpepcrtea (mpocTtarnaHguHbl,
ay(punnnMH), Kak ObIN0 NokKasaHo, Bbl3blBalOT paccnab-
NeHue KapauanoHoro cpuHkTtepa [69]. OnucaHbl Tak-
Xe cfyyau HapylweHus CeKpeuun ropmMOoHOB MuLieBa-
PUTENbHOIO TPaKTa, PEryMpyoLWwmnx MOTOPUKY, B CBA3N
C U3MEeHEeHUeM BcCacbiBaHUA M MeTabonm3ma 3CCeHLMU-
aNbHbIX XWPHbIX KUCMOT KU npoctarnaHguHos [70].

MaHKpeaTnyeckas HeLOCTATOYHOCTb KakK MpuUYunHa
ManbaurecTum u Manbabcopbuum onocpefoBaHHO Ha-
pylwaet MOTOPUKY MULLEBapuUTE/ibHOro TpakTta. He-
nepeBapeHHble Y YaCTUYHO MepeBapeHHble 6efku, Xupsbl
W yrneBofbl OKa3blBalOT pasfpaxaroliee LeACTBUE Ha
peuenTopbl NOAB3AOWHOW KULLIKW.

OCHOBHble NPUYUHBLI a6JOMUHANBHON 60N NpU MYy-
KoBMCLMAO03e npuseaeHbl B Tabn. 10.

MacTpoasoaranbHblii pepIlOKC — aHOMaJ/ibHO Mo-
BbllWEHHAA TEHAEHUMA peryprutaynm COAEP>XKMUMOTo
XenyfhKa B NULWeBo, NPUBOAALLAA B HEKOTOPbIX CNyYaax
K acnupauuy CcOfepXumoro Xenyaka v [BeHajuaTu-
NEPCTHON KULIKMW.

FacTpoasodaranbHblii pedNtOKC Yy 6ONMbHBIX MYKO-
BMCLMAO30M BnepBble 6bi1 onucaH B 1975 r. [71]. B
JanbHenweM 6bIN0 YCTAHOBNEHO, YTO OH BCTpeyaeTcs
noyTn y MONOBUHLI 60NbHLIX. Mbl Habnwganu ract-
poasogaranbHblii peaOKec, ANMArHOCTUPOBAHHbLIN My-
TeM 33o0(aroracTpofyofeHockonuu, y 27% 60/bHbIX. Ha
puc. 21 npefcrtaBneHa runoTeTnyeckada cxema reHe-
TUYECKUX MEXAHW3MOB pa3BUTUA racTpoasodaranbHOro
pedroKca.
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Tab6nmuya 10

OCHOBHbIe MpPUYNHBLI a6A0MUHANBHOK 60K
npn MykKoBucLinaose
MpuunHa a6pgoMmuHanbHoli 6onu, [MpuunHa abgomuHanbHoi 6onu,
CBA3aHHO C MYKOBWUCLMWAO30M He CBSI3aHHOW C MYKOBMCLUA030M

JAunCTanbHbI MHTECTUHANbHLIK ~ 3aboneBaHna MouveBbIBOAALLEN
06CTPYKTUBHbIA CUHAPOM cUCTEMBI
BocnanutenbHblie n gpyrue
3a6051eBaHus XeNYHoro ny3bips  3aboneBaHus penpoayKTUBHOM
cthepebl
CeneseHo4Hast 60/b
(y naymeHTOB CO 3HaYMTENLHOW [cuxocounanbHble NPUYUHBI
cnieHomeranueit)
230charuTbl (Kak cneactene
ractpoasocyaranbHoro 3anop
pedontokca)
NHheKLMOHHO-BOCNa/IMTE IbHbIE
dunbpo3upytolmMe KonoHonatum — 3aboneBaHus
nULLeBapuTeIbHOIO TpakTa

BoNbWMWHCTBO aBTOPOB AENAT CUMMTOMbI FacTpo-
33oaranbHOro pedrokca Ha raCTPOMHTECTUHANbHbIE
M pecnupaTopHble.

OCHOBHbIe K/IMHWUYECKME CMMMTOMbI racTpoasoga-
rasibHOro pedrokca.

PecnupaTopHble: Kawenb, 3Nn3o4bl anHoa (y HO-
BOPOXAEHHbIX), OAbIWKAa, 0O6CTPYKUUA U MHPeKunun
HVWKHUX AblXaTeNbHbIX MNyTeW, aTenekTasbl.

FacTpoMHTEeCTUHa/NbHbIE: TOWHOTA, peryprurayuns
nnu pBoTa, abgoMuHanbHasa 60nb, 6ecnokoiicTBo (y AeTei
paHHero Bo3pacTta), aHOpeKCUs, HapyLeHUsa HyTPULMB-
HOro craTyca.

Opyrue: xenesofeuuntHasa aHeMus, PyMUHaLMOH-
HbI CUHAPOM.

TsHXXeNblM OCNOXHEHWEeM racTpoasodarasbHOro
pealOKCa NMpPU MYKOBUCLWUAO03e ABMSAETCA pasBuTume
nuwesoga bappera.

92



Puc. 21. 3TnonaroreHeTMyeckas cxema pasBuUTUA
ractpoasogarasibHOro pegatokca
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OKBVBaNeHTbl MEKOHMANIbHOTO neyca (AUCTanbHbIl
WHTECTUHANbHbIA O6CTPYKTUBHbLIA CUHAPOM). Jensem
(1961) BnepBble MPUMEHWUN TEPMWUH «3KBUBANEHT Me-
KOHWaNbHOro wuneyca» [72] AN onucaHUA WHTECTU-
HanbHOM 06CTPYKUMMN Yy 6ONIbHBIX MYKOBUCLWUAO030M
nocfie HeoHaTanbHOro nepuoga. OH Hambonee yacto
NPoABNAETCA YaCTUYHON KWLWIEYHOW HEenpoxogumoc-
Tbl0 C 60NEBbIM CUHAPOMOM W MNanbNUPyeEMbIMU Kaso-
BbIMM MaccamMu. OObIYHO O06CTPYKLUMA BA3IKMUMU Kano-
BbIMM MaccaMy HabnoAaeTcsa B TepMUHANbLHOM OTAese
NOAB3LOWHONW KUWKN WX NpaBoOM OTAeNie TO/NCTOM
KULWKW 1N onpefenseTcs Kak AUCTaNbHbIA MHTECTUHASb-
Hblli O6CTPYKTUBHbIN cUHApoOM [57].

MaTon3nonornyeckme OCHOBbLI ANCTANbHOIO WH-
TECTUHANbHOT0 06CTPYKTUBHOIO CMHAPOMA [0 KOHLLA He
ACHbl. PaHee npegnonaranu, 4To 60/IbHble C MEKOHMU-
aflbHbIM W/1IeyCOM B aHaMHe3e MNpPefpacrnoioXeHbl K
pPa3BUTUIO ero 3KBNBaJIEHTOB BMNOCNeACTBUN. OLHAKO 3TH
JaHHble He Hawn NoATBePXAEHUS.

YCTaHOBNEHO, YTO O4HMUM W3 NpejpacrnonarakLmnx
(hakTOpPOB fABNAETCA HeajekBaTHad (cybonTumanbHas)
fo3a pepmeHTOB. [erugparauua 60nbHbIX, BO3HUKA-
owas B CUY pasnMUHbIX NMPUYMH, TakXXe MOXeT Cno-
co6CTBOBATb Pa3BUTUIO AUCTANbHOIO MHTECTUHANBHOIO
06CTPYKTMBHOTO cuHapoma [1]. CnegoBatenibHO, MOXHO
CKasaTb, YTO NMPUUYUHbI AUCTANIbHOTO WHTECTUHANLHOIO
O6GCTPYKTUBHOIO CUHApPOMA MY/bTU(AKTOPUANbHbI.
OHM BKNOYAKOT NaHKpeaTUYeCcKy HefoCTaTOYHOCTb, a
TakXXe BA3KOCTb MHTECTUMHAaNbHOro CekpeTa B CBA3W C
HapylweHNeM 3NeKTPONNTHOIo TpaHcnopTa [68] 1 aHO-
ManbHOW KuweyHoW MoTopukoi [73]. YacTtoTa onu-
CaHHbIX B NMTepaType C/y4vaeB LIWPOKO BapbUpyeT wu
3aBUCUT OT Bo3pacTa (2% —y 60/bHbIX MONOXe 5 neT,
27% —y 60nbHbIX fo 30 net) [1].

Shwachman onucbiBaeT AWCTanbHbIA WUHTECTUHANb-
Hbli OOGCTPYKTUBHbLIA CUHAPOM KaK MaHudecTauuto
MykoBucumngosa [1].
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OCHOBHON  K/IMHWYECKUIA CUMMTOM — KONMKOO6-
pa3Had 60/b B NpaBOM HMXXHEM KBajpaHTe OGPHOLIHOMN
nonocTu, ycunusarowasaca nocne edbl. MaTorHOMOHUY-
HbIM CUMNTOMOM CYMTAKOT Hannyme nNanbnupyembiX Macc
B MpaBoOii MNOAB3AOLIHOA 06nacTu. MHorga MOXHO Ha-
6nofatb pacTAHYTble MeTNn KULWOK C BUAUMON Mepu-
CTanbTUKO. OO6bIYHO AMCTaNbHbIA WHTECTUHANbHBbIN
O6CTPYKTUBHbBI CUHAPOM SIBASETCA NPUYUHONR YacTuu-
HOW HEMNpoOXOo4MMOCTU KWULLIOK, OLHAKO MOXeT OC/I0X-
HUTLCA MOJIHOM HEMPOXOAMMOCTbI KULIOK, UHBArvHa-
LUMen KuULWoOoK.

[na onarHocTMkM Hanbosiee BaXHOe 3HaYeHNe UMerT
HannMyne nanbnNUpyemMbiX Macc B NpaBoi NOAB3A0LLIHOM
06nacTM ¥ AaHHble PEHTreHON0rM4yeckoro wuccneposa-
HUS OpraHoB GPHOLIHON MONOCTH.

Ona npodunakTMKnW pasBUTUS AUCTaNbHOrO WMHTeC-
TUHANbHOI0 O0GCTPYKTUBHOIO CUHAPOMA HEOOXOAMMO CO-
6ntoaaTh afleKBaTHbIA BOAHbLIA PEXUM U PeXum npuema
(hepMeHTOB. PeKOMeHAYHT TakXe B pauuoH O0/bHbIX
BK/H0OYaTb OCTATOYHOE KO/IMYECTBO PacTUTE/IbHOIO Mac/a.

NleyeHve 0CHOBAHO Ha Ha3Ha4YeHWUW npenapaTos, CHU-
XalUWmnx nAOTHOCTb U BA3SKOCTb KasioBblIX Macc:

N-aueTuauymcTenH — per os 30 mn pacteopa, pas-
BEEHHOro BOAOW WM (DPYKTOBbIM COKOM KaxAble 4 —
8 u. Knnama n3 50 mn 20% pacrteopa npenapara, pas-
BegeHHOro 50 mn BoAbl.

MacTporpahmH —per os fetam mnagwe 8 net 50 mn,
pa3sefeHHbIX B 200 mna BoAbl nan coka. Knmusma n3 100 mn
npenaparta 2 pa3a B TeyeHune 24 u.

Hanvune guctanbHOro 06CTPYKTUBHOMO CUMHAPOMA He
ABNAETCA NOKa3aHUeM AN CHUKEeHUS L03bl PEPMEHTOB,
HanNpoTWB, MPUYNHON AN ONTUMU3ALMUY L03bl MYTEM MO-
CTENEHHOro YBEe/IMYEHUA €ee MNoc/ie KynupoBaHWs OcC-
HOBHbIX CMMMNTOMOB.

Y 60/1bHbIX MyKOBUCLUA030M B 4,9 % cnyyaes BCTpe-
yaeTca anneHauuuT [1]. 3a6oneBaHne NpoTeKaeT B BUAE
KaTapanbHbIX UM nepgopaTUBHbLIX POPM.
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Mpu MyKOBUCLMAO3E LIMPOKO PacnpoCTpaHeHO Bbl-
nageHne npsAMoin KuwkuW. Haubonee 4acto 3TO Ha-
6ntogaetca y geteil B Bo3pacte 2 mec — 2,5 roga v AB-
NnAeTcAa NPU3HaAKOM HeafeKBaTHOCTMW 403bl (DEPMEHTOB U
accouumnpyeTtcs C:

* 3HAUYMTENIbHOW CTeaTopeel;

e TSKENbIM MOpPaeHUeM OPOHXO0-NIerOYHON CcucTe-
Mbl, BO3MOXHO, BCNEeACTBME MOBbIWEHUA BHYTPU-
OpPIOLWHOr0 AaBneHuns.

Mponanc 06bI4YHO 3aTparumBaeT CAU3UCTYH 060104-
Ky W MOACNM3UCTBIA CNOW U He TpebyeT Xxupypruyec-
KOro nevyeHus.

dunbposupyloLme KosioHoNaTun ABAAKOTCA OCNOXK-
HEHMEM MpuemMa BbICOKUX [03 HEKOTOPbIX (PepMeHT-
HbIX NpenapaToB [74].

OfHako HW 0AauH cnyyalh 3aboneBaHUsA He accouu-
npoBasncsa ¢ Npuemom KpeoHa [61].

CUHAPOM Uennakmm y 60/1bHbIX MYKOBUCLMA030M
BCTpeyaeTca c yactotoi 1:220 (4actoTa B ob6uiei no-
nynauun 1:1100) [1].

.OnuncaHa TakXXe MHTONEPAHTHOCTb K KOPOBbEMY MO-
noky, 6asmpyrouasca Ha feuunute MHTECTUHANbHOW
nakTasbl UM annepruyeckoin peakymm, NPUBOASLLEN K
aHTeponatum [1].

BbickazaHa rmnoresa 0 posiv MyKOBUCLMA03a B BO3-
HUKHOBEHWNMN 3M10KAYeCTBEHHbIX HOBOOOpPAa30oBaHWi, 6a-
3npytowWwasaca Ha BO3MOXHOCTU B3aMMOLENCTBUN MY-
TaHTHOrO reHa MYKOBMUCLMAO3a C OHKOreHamum u fe-
(huumnTe aHTMOKCUAAHTOB (BUTaMuH E) [75].

["opa>keHre neyeHu

BoBneuyeHve neyeHy B NaToNOrnMYecKuii npouecc npu
MYKOBUCLMA03€e BNepBble onucaHo 6onee 50 et Hasapg
Ha OCHOBE MaTon0roaHaTOMUYecKUx nccnefoBaHui [62].
TWUNUYHBIA BUNMApPHBIA LUPPO3 HEKOTOPble aBTOPbI
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onucbiBaldT npu 50% naTtonoroaHaTOMWYecKuUx wuccne-
[OBaHWA Uy 25% B3pocnbIX 601bHbIX [1, 76].

CUMNTOMbI MOPaXXeHUsa renatobunmMapHon cucTemsl
npu MYKOBMUCLMA03e MOTyT 0OHapyXuBaTbCA YXe B
HeoHaTa/lbHbIA Mepuoa B BUAE PETEHLMOHHOW >Xen-
TYXW, KOTOpas, OLHAKO elle He CBA3aHa C MOPaXXeHUem
napeHXMMbl, a pa3BuMBaeTCA BCMeACTBME BPEMEHHOW
BHYTPM- N BHEMEYEHOYHON 3aKyMOPKMU XKeNYHbIX Npo-
TOKOB. Takas >enrtyxa 4Jalle BCero MmeeT TEHAEHLUIO
K CNOHTaHHOMY o6paTHOMY passuTuto. OfHaKO frobdas
3aTAXHAA XenTyxa Yy HOBOPOXAEHHOro [O/XHa Ha-
CTOpaXueaTb Bpaya B OTHOLEHUW MYKOBUCLMAO3A.
YacTo ee NpuHMUMalOT 3a OUINAPHYIO aTpe3nto U npu-
MEHSAIOT XUPYPrUYeCKUN MeTOoL NeYeHus.

AHanusnpys cnydam netanbHoro mcxoga 'y 65% 60nb-
HbIX MYKOBUCLMAO30M, Mbl 06HapyXunu mopgonoru-
YyeCKMe NPU3HAKU MOPaKeHUs nevyeHn. Y 60NbLUei
yacTh 60/MbHbLIX OTMeyasnacb Xuposas gucTpodus ne-
ueHu, y 25% — couyeTaHue UG HY3HON XUPOBOWA ANCT-
pouu ¢ ABneHnem xonecrtasa, y 15% — mopdo-
Noruyeckme NpPuU3Haku (OKanbHOro U MynbTUN06Yynap-
HOro LMppo3a NeyeHwu.

KNWHWYECKN BbipaXXeHHble CMMNTOMbI MOpPaeHus
neyeHW NOABNAKTCA MO34HO, KaK NpaBuno, NNLWb B CTa-
AUN BbIpaXeHHOro uupposa. Yactota u TAXKeCTb M3-
MEHEHW/ B MeyvyeHW BO3pacTalT C YyBE/IMYEHUEM MpoO-
LO/DKUTENBHOCTU XU3HU 60MbHBLIX [77].

MaTomopdonornyeckn GoKanbHbI OGUAMAPHBIN
LMPPO3 MPU MYKOBUCLMAO3E XapaKTepusyetcd (pub-
PO30M MeYeHOUYHOM NapeHXUMbl C OTEKOM, XPOHMYecC-
KOW BOCNanuUTeNbHOW KNEeTOYHOW MH(UNbTpaLnen, npo-
nugepaunen 3HAOTENUA BHYTPUMNEYEHOUYHbIX >XXeu-
HbIX MPOTOKOB. ONuMcaHHble N3MEHEHUSA COYEeTaKrTCH C
06CTPYKLMENA XKeNUYHbIX NPOTOKOB MYKOUAHbIMW MpPO6-
Kamu.

MaToreHe3 nopaxeHWs MevyeHW MPU MYKOBUCLM-
[l03e cneayroLnii: B CBA3N C YaCTUYHOW 06CTpYyKLMei

7- 7173
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BHYTPUMEYEHOYHbIX XXENYHbIX NMPOTOKOB MNPOUCXOAUT
«pedoKC» KOMMNOHEHTOB Xenyun B renatoyuTsl, 61aro-
faps 4emMy B HUX YBE/IMYMBAETCA KOHLUEHTpaLus nuno-
(DUNBbHBIX XENYHbIX KUCNOT KaK MepBUYHbIX (XeHoAe-
30KCMXo0/ieBas KucnoTa), Tak U BTOPUYHBIX (4E30KCUXO-
nesas W NINTOX0JieBass KUCNOTbl). [loKasaHO, YTO 3H[AO-
FTeHHbIE >KeNYHble KUCNOTbl B BbICOKUX KOHLEHTpaLuax
obnafgaloT renaToTOKCUMYeCKUM felicTBuem [78,79].

®aKTOPOM MOPaXeHUs NevYeHn Npu MyKOBMCLUAO03€
ABNAETCA TaKXe 006CTpyKuus 06Lero XenyHoro npo-
Toka. Haubonee BepoATHOW NpuuMHON obBpa3oBaHMA
CTPUKTYpP OOLLero >enyHoro npoToKa ABMAETCH ero
chaBneHne (GUOPO3HO U3MEHEHHOMN MOAXEeNYyLOYHON
Xenesom.

MoUCKN Koppenaumy BapuaHToOB reHHON MyTauum wu
TSAXKECTU NOPaXKeHUs MeYeHW Npu MYKOBUCLMAO03e He
yBeH4Yanucb ycnexom [80].

HekoTopble aBTOpPbl CYMTAKOT,4TO COOTHOLUEHMUE
MY>XUYUH W XKeHWNUH cpefn 60NbHbIX C THXKeNbIMU NO-
paxeHuamy nedyeHn — 3:1 [81]. Mpu u3yyeHUM aH-
TUFeHOB TMCTOCOBMECTUMOCTU OTMEYEHO MOBbIWEHMNeE
yacToThl A2, B7, DR2 n DQW®6 y 601bHbIX C BblIfIB-
NIEHHbIMW MopaxeHuamun nevyeHu [1]. MpucyTcTBUE
cybnonynauun nMmM@OOLUTOB, LUTOTOKCUYHbLIX ANA re-
naTouuMTOB W HanpaB/IeHHbIX Ha crneunuyeckne nn-
MOMPOTENHbI NMeYeHn, CBUAETENLCTBYET O TOM, YTO UM-
MYHHble MeXaHW3Mbl MOTYT TakXe WUrpatb pofib B Na-
TOreHese MOPaXXeHWs MevyeHW NpuU MYKOBUCLMAO3E.
3TOT UMMYHHbI MeXaHU3M, MO-BUAUMOMY, fBNAeTCA
BTOPMYHBIM MO OTHOLIEHUIO K OBCTPYKLUM XKeNUHbIX
NMPOTOKOB.

XXuposas gucTpodus nevyeHn, B OCHOBHOM, ABNAETCH
CNnefCTBMEM HapyLleHUs NuLLeBapeHus, AeduunuTa Xu-
poOpacTBOPUMbIX BUTAMUHOB U KapHUTUHA.

B nporpeccupoBaHuM nopaxeHWs neyvyeHn ornpe-
[LeNeHHYI0 po/sib UrpatT Hecneuuguueckme gakTopbl,
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CBsA3aHHbIe C TUMOKCUel, auuao3om, FHOMHO-6akTe-
puanbHOW MHTOKCUKaLMen, paccTpOMCcTBOM KpPOBOO6-
paweHns, a TakXe renatoToKCMyeckoe fencTBue ne-
KapcTB.

CUMNTOMbI MOpPaXeHUA MNeYeHun Mpu MYKOBUCLU-
[,03€e NOABMAAKTCA MNO34HO, KaK Npasuo, N1lWb B CTagnm
umpposa. OCNOXHEeHUA UUppo3a B BUAE XKENTYXMU, ac-
unTa, 3Huedasonatum y 60JIbHbIX MYKOBUCLMWL030M
HabnpatTca pefko. Hambonee yacto (MO HawuM Ha-
6nogeHnam y 8% 60/IbHbIX C MOPaXeHUAMU MeyeHun)
OTMeYalTCA KPOBOTEYEHUA M3 BapPUKO3HO paCLUUpPEH-
HbIX BEH MuuieBoja.

[na LnarHoCcTUKM nNopaKeHus nevyeHu 60/bLIOE 3HaA-
YeHMe UMeeT onpeaeneHne pasmepoB MeYeHn, 0CO6EHHO
ee 1eBO ponu.

NabopaTopHble MCCNef0BaHUA ABNAKOTCA HeLOCTa-
TOYHO WMH(OPMATUBHLIMMW, TaK KakK WX AaHHble MOryT
N3MEHATbCA Y psja 60/bHbIX MYKOBUCLMAO30M TO/bKO
npu yxe cOpMUPOBAHHOM LUPPO3e MEYEHW.

Hanb6onee BaXHOW, N0 HalleMy MHEHWUID, NpU Aunar-
HOCTMKE MOpaXeHUs nevyeHn SBAseTCa axorpaus. IToT
METO[, OYeHb YYBCTBUTENIEH U MO3BOJIAET BbIABUTH AaXe
MWHUMaNbHble HapylWweHUa neyeHn. MI3MeHeHUsA 3xo-
renatorpamM nNpyv NOpPaKeHWM MNevyeHW MOXHO pas-
0eNNTb Ha HECKOMbKO rpynn. B nepByw rpynny BOWAN
axorenatorpamMMbl C HapyweHWAMWU B BULE MENKUX
39X0CUTHaNoB Tuna nHes (puc. 22), BO BTOPYD — C 3XO0-
curHanammn o 6—=8 MM; B TPeTbKO — C HEMHOTOUYUC/IEH-
HbIMW WUN MHOXECTBEHHbIMU 3XOCUTHaNamMu BeNUYun-
HO fo 25—75 MM (puc. 23), paclIMpPeHUEM XENYHbIX
MPOTOKOB, YM/IOTHEHNEM M OTEKOM WX CTEHOK (puc. 24).

MpumeHeHne pgonnnep-axorpaguy no3BONAET Ha-
pAAYy C paclwupeHnem MNevyeHOYHbIX BEH, 0OHapPYXWTb
NOBbIWEHNE B HUX AaB/IeHNS.

PeHTreHoCKONWs nuuieBoja C KOHTPaCTUPOBAHUEM
6apvem © 33ogarockonus, Hapsgy c 6onbwoli Aua-

7*
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Puc. 22. '3ameHeHuns 3xorenarorpaMmmMbl Npyv MyKOBUCLMA03€e

THOCTUYECKOW LEeHHOCTbIO, MOTYT OCNOXHUTbLCA KPO-
BOTEYEHNEM M3 BAPMKO3HO PaCLIMPEHHbIX BEH.

BHeneyeHoYHble 3a60/1eBaHMA XENUHbIX MyTel B
TOW WM WHOW CTEMEeHN OYEeHb YacTO BCTpevarTCa npu
MyKoBuMcUuMAo3e. M0 HAWMM AaHHbIM, NPUONIN3NTENBHO
y 25% 60/1bHbIX BbIABAETCA HE(MYHKLUOHUPYIO LN
XENYHbIN Ny3blpb, Y OKOMO TPeTu 60/IbHbIX OH YMEHb-
lWweH B paamepe (MeHee 15 MM B A/IMHY M 5 MM B LLNPK-
Hy). YacTo BCTpeyalTCsA CTEHO3 U aTpPe3ns XenyHoro
npoToKa.

Mpu natonoroaHaToMuMyeckom wuccnegosaHun 24%
B3POC/IbIX 60/IbHbIX MYKOBMCLWAO030M Obln AMArHOCTU-
poBaH X0/1eNnMTNa3. ¥ 60/bHbIX MYKOBUCLMA030M KaMHU
yalle BCEro peHTreHHeraTuBHbI, N HEKOTOPble WCCNeao-
BaTeNM OTMeYarT UX XONecTepuHOBYH npupoay [82].
PaHee o06pa3oBaHWe KaMHei, B OCHOBHOM, 00BSICHSNOCH
noTepen XenyHblX KUCNOT U UX LedUuUTOM B CBA3M C
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Puc. 23. M13meHeHns axorenaTorpammbl Npu MyKOBUCUUA03E

manbabcopbuunein. B HacTosAwee Bpems B pe3ynbTaTe fge-
TaNbHOr0 aHanM3a XUMWUYECKOro cocTaBa >XXenuyum ycTa-
HOBNEHO, YTO OCHOBHbIMW NPUYNHaAMM 06pa30BaHMsA KaM-
Heil Npy MYKOBUCLMAO3E ABNAKOTCA Manbli 06bEM U Bbl-
coKas BS3KOCTb Xenun. OCNOXHEHUA XOonenutuasa,
BK/OYAKOLLIME XONEUNUCTUTbI, 0OCTPYKLUNSA OOLLEro XXen-
YHOrO0 NPOTOKA OMnucaHbl MNpPU MYKOBUCLMAO3E.
Ypcopesokcmxonesas kucnota («Ursosan», «Ursofalk»)
yBeMUMBaeT OTTOK XKeNnuu v 3awuuiaeT renatounT ot
TOKCMYECKOro B0O3aencTeua rnapodobHbix (nunodunib-
HbIX) XXENUYHbIX KNCMOT. Y PCOAe30Kcuxonesas KMCNoTa,
NPUHATAA per 0S, BCTynaeT C HUMU B KOHKYPEHTHOe
B3aMMOfeincTBMe. BbickasaHa rmnotesa 0 BO3MOXHOM
NMMYHOPErynsTOPHOM AeNCTBUUN YPCOAE30KCUXONEBOWA
KWUCNOTbl. ¥ CTaHOB/IEHO, YTO MCNO/Mb30BaHMe nNpenapaTos
YPCOAE30KCUXONEBOI KNCNOTHI, faXe B CTagnn LmMpposa
MOXXeT MPMBECTM K 06paTHOMY pa3BUTMIO 3aboneBa-
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Puc. 24. l3meHeHuns axorenarorpaMmMbl Npyu MyKOBUCLMA03€e

HMA[61]. PekomeHayemasa fo03a npenaparta cocTasniser
15 25 MT/Kr B CyTKMW.

Xonepetnyecknii apdeKT ypcoae30KCMXONeBOIA
KNUCNOTbl MOXET TakXe uUrpatb NO3UTUBHYIO PO/b B
npounakTuke Xonenmtmnasa.

TpaHcnaHTaunsa MevyeHW He MOXEeT urpaTtb Cy-
WEeCTBEHHYI POSib B BeAEHUU BONbHLIX C TAXENbIMU
NMOPaXXEHUAMM MeYeHU, TaK KakK, Kak npaBuno, THKeCTb
NoOpaXKeHMs MNevyeHW KOPPenmpyeT C TSHKECTb 6pOH-
X0-Nero4yHoro npouyecca. MNMpoTuBONOKasaHMAMM K
TpaHcnaaHTauumn neyveHU ABNAAKOTCHA TAXKeNas neroy-
HO-cepfeyHas HefoCTAaTOYHOCTb M KONOHM3auua
B.cepacia.

MokasaHus K TpaHCnaHTauuy onpeaenstoT no wkane
Noble — Jamieson (tabn. 11) [20].

TpaHcnnaHTauma Heobxoguma npu oueHke Bbiwe 10
6annos.
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[naBa 3

CaxapHbli1 gnabeT 1 HapyLUeHWne
TONEPaHTHOCTU K T/IHOKO3e

N3meHeHNA B MeTabonn3me roKo3bl y 601bHbIX My-
KOBUCUMAO30M 6blN onucaHbl B 1938 u 1949 rr., a na-
TOreHeTnyeckas CBA3b CO CNELUNPUYECKUM, NMPUCYLLUM
MMEHHO MYKOBMCLMAO03Y, (PMUOPO3OM NOAXENYLOYHOM
Xenesbl — B 1955 r. [1]. B pasnuuHbiX nuTepaTypHbIX
MCTOYHMKAX NMPUBOAATCA YacToOTa caxapHoro guabera u
HapyLWeHNs TONIEPaHTHOCTM K TNIIOKO3e Yy Takux 60/b-
HbIX OT 21 go 75 %.

Mo fgaHHbIM M.Hodson, D.Gedds [1], HopManbHas To-
NEepPaHTHOCTb K r/oKo3e Habnwpaerca y 86% 60/1bHbIX
Mykosucumngosom mnagwe 15 netr my 35% — crapuwe
atoro Bospacta (puc. 25).

KnnHMYecKn BblpaXKeHHbIW caxapHblii guabet au-
arHoctupyetca y 25% 60/bHbIX B Bo3pacTe 20 fieT n y
75% 60nbHbIX B Bo3pacTe 30 [83]. OnucaH cny4ai ca-
XapHoro gnabeta y pebeHka 2 net [84].

MatoreHe3. OCHOBHOM MPUUYMHOW MHCYNMNHOBOW He-
[OCTATOYHOCTM Y 60NbHbIX MYKOBUCLUAO30M ABNAETCA
yMeHblleHne Konuyectsa P- KNeTOK. Y HOBOPOX-
OeHHbIX feTell C MYKOBMCLMAO30M MOAXeNyAoyHas
Xenesa MMeeT NpPakTUYecKn HopmasbHble pasmepsl. C
BO3pacTOM MPOUCXOAAT U3MEHEHMUA, NPUBOAALLNE K ee
YMEeHbLUEHWUI0, UCTOHYEHUIO, KUCTO3HOW TpaHcdopma-
uum. Mpn MUKPOCKOMMYECKOM uccliefoBaHUn o6Ha-
PY>X1BAKT pacllMpeHne auMHyCcoB U NPOTOKOB, COAEp-
Xawmnx aMop®HbI 303MHOGUNbHbLINA CEKPeT, C ynnoT-
HEHWEM 3NUTENNA U ManeHbKMMU Kuctamu. Kakoe-To
BpeMs naHKpeaTM4yecKuMe OCTPOBKM OCTAlOTCA HENOB-
PeXAEeHHbIMW, HO B TEYEHMUE XMU3HU 60/bHOro Npowuc-
XOAWUT YMeHblUeHWe KOoNinyecTBa aLMHapHON TKaHU C
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Tabnuua 11
LLikana Noble - Jamieson

Moka3zaHne bann
CuMnNTOMBI CnneHomeranusi 4
nopTanbHOW Bapuko3Hoe pacliMpeHue BeH 4
rmnepTeH3un nuuwesoga

OpfHo- unun aBykpatHoe
KpOBOTEYEHNE W3 BAPUKO3HO-
pacllMpeHHbIX BEH NulLeBoaa, 8
Tpebytowee TpaHchy3unm
KpoBM
MosTopsawmecs nofobHble
KpoBOTEYEHUSA
Acuunt 6
®dyHKUMOHaNbHble  AnbbyMuH < 30r/n 2
neyeHouHble MpoTpom6uHOBOE o
npoo6bl Bpems >19
fmnepcnsaeHnsm Nenkountbl < 4 x 109/n o
Tpom6ouutbl < 100 x 109/n
ny < 16 yeHt
HyTpuumnBHbINA Orl < 5 ueHT
cTtaTyc MY (MHAEKC YNUTAHHOCTHN)
Ol (OKpY>XXHOCTb nneva)

3amelleHMeM ee Ha (DUOPO3HYH, OKpYXalwLWyw Ma-
NeHbKNe KnacTtepbl OCTPOBKOB.

lMocne OTKPbLITUSA U K/NOHMPOBaHMA TeHa MYKOBMC-
Lngo3a CTano BO3MOXXHbIM OMNpefenuTb 3KCMPeccuto
PHK paHHOro reHa B pasnuWyYHbIX OpraHax W TKaHAX.
YcTaHoBfeHo, 4to MPHK reHa mykoBucLmMpao3a Haxo-
ONTCA B LEHTPO3NUTENNANbHbLIX BHYTPUAONbKOBBIX
KNneTKax, BbICTUNAOLWNUX Masble NPOTOKU, & He B CAMUX
P-knetkax [1].

Habnogaa moponornyeckme U3mMeHeHUs B MofgyKe-
NYAOYHOW Xenese, HeNb3d He 06paTUTb BHUMaHMe Ha ee
a-KNeTOYHY @QYHKUMIO. Hapagy C HOPMalibHbIM
YPOBHEM T/1HOKaroHa B KpOBM 60/IbHbIX MYKOBUCLNA030M,
OTMeyaeTCAa HapylweHuWe apruHWUH-CTUMYNUPOBaHHOW
rNIOKaroHoBOM cekpeunmn[l]l.YmeHblweHne ee ¢ BO3pa-
CTOM CBS3aHO C NPOrpeccMpoBaHnEM LeCcTPYKUUM TKa-
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Puc. 25. MpOoLEeHT 60/bHbIX C HOPMaNbHOM TONEPAHTHOCTLIO
K F/IFOKO3€e B 3aBMCMMOCTM OT BO3pacTa

HW MOJXeNnyAo4YHOMN Xenesbl U CBUAETENIbCTBYET O CHU-
XEeHUN Mmaccbl a-knetok. Koppenaumm mexpgy caxap-
HbIM AMa6eTOM M HapyLeHHOW TONePaHTHOCTbIO K H0-
KO3e ¥ BapuaHTOM FeHHOW MyTauuu He BbISIBNEHO.

XOpoLwo M3BECTHO, YTO caxapHblin gunabet | Tuna
accoummnpyetca ¢ onpefeneHHbIM FeHOTUNOM aHTure-
HoB rucTtocosmectumoctn (HLA-DR3 wn/nnn HLA-
DR4). Mpn MyKOoBUCLMAO3e pa3MYMil B aHTUreHax
FTMCTOCOBMECTUMOCTUN Y 60/IbHbIX CaxapHbiM AnabeTom
n 6e3 Hero o6Hapy>XeHo He 6bin10 [1].
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Takum 06pa3om, naToreHes caxapHoro guabeta u
HapyLeHNa TONEepPaHTHOCTM K FNI0OKO3e OnpegenstTcs
cnefyouMmm haktopamu:

e TMCTONOrNYECKN 3HAYUTENbHLIM (BMOBPO30OM MoaXe-
NYAOYHOW >Kenesbl, YMEHbLEHNEM KOMNYECTBA WH-
CYNMH-NPOAYLUPYOWNX P-KNeToK.

o MpuUCyTCTBMEM aHTUTEN K KNETKaM NaHKpeaTnvyeckmnx
0CTPOBKOB y 1/3 60/1bHbIX B BO3pacTe oT 11 fo 23 fieT.

* OTCyTCTBMEM accouunaunn c reHetnyeckumm HLA —
mMapkepaMmun caxapHoro aguabeta | Tuna.

KnnHuyeckne fgaHHble. HapyuwleHne TonepaHTHOC-
TW K T/II0KO3e ABMSAETCA KAMHUYECKU CKPbITbIM MNepu-
O40M, KOTOpPbI CO BpEMEHEM MEPEXOAUT B CTAAMIO Bbl-
paXKeHHbIX CMMMNTOMOB caxapHoro fguabeta. BHauane
HapyLleHne TOJIePAaHTHOCTU K TF/IOKO3e MNpOosBAfeTCH
3NN30MNYECKMN:

* BO BpeMA TSHXeNblX 060CTpeHWUn 6POHXO0-Neroy-

HOro npouecca;

* MPU Ha3Ha4YeHWMN 3HTepasibHbIX MULLEBbLIX A06aBOK;
* NP CUCTEMATUYECKO CTEPONAHON Tepanuu.

Mepexop B CTafMi0 BblpaXXeHHbIX KITIMHNYECKUX MPO-
SB/IEHNIT caxapHOro AmnabeTa XxapakTepusyeTcs Knac-
CMYecKoli TpMaaoin CUMNTOMOB B BMAe MOAUAUNCUAN, MO-
NMYpUN 1N NOTEPU Macchl Tena.

OCO6EeHHOCTbIO TEYEHNS CaxapHOro amabeTa 'y 60/bHbIX
MYKOBUCLML030M SIBNAETCA PELKO BO3HUKAKOLWMIA KeToa-
UMAo3. Takoe OCMOXHEHMe caxapHoro guabera, Kak MUK-
POaHrnmonaTus BO3HMKAET Ha PaHHein cTaauu 3aboneBaHus.

TecT onpefeneHnsa TONEPAaHTHOCTU K T1KOKO3e, Npu-
HATON per 0s, ABNSETCH OCHOBHbIM METOAOM ANna Awar-
HOCTUKN KaK HapyLeHHOW TONepPaHTHOCTU K T[/I0KO3e,
TaK 1 caxapHoro agnabeTta y 60/bHbIX MYKOBUCLMA030M.

Mbl peKOMeHyeM OnpefensTb TONePaHTHOCTb K [/i0-
K03e 60/IbHbIM MYKOBMUCLMA030M B CNeAyoLWNX cnyyanx:
* NPV HaIU4YUM CUMNTOMOB MpeAnosaraeMoro caxap-

HOro auabeta;
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* C HEOOBACHMMO HeaoCTaTOYHOM NpubaBKON nKM no-
Tepei B Macce, yXyALeHnemMm PYHKLUN Nerkux;

* BCeM 60NbHbIM cTapwe 10 ner;

e nepej NNaHUPOBAHHOW OGepemMeHHOCTbK, ecnnm [o
3TOro He 6bII0 AMAarHOCTUPOBAHO HapylleHWe To-
NEepPaHHOCTU K TNOKO3e.

CornacHo kputepusm BO3, HapylweHue TOJMEpPaHT-
HOCTM K T/NOKO3e AMarHoCTUpyeTcs C NMOMOLbIO Of-
pefeneHns ypoBHSA F1I0KO3bl B NJia3Me KPOBW HaTowak
M 4yepes 2 4 nocsie npmema raOKo3bl Bbille 7,8 MMOMbL/I.
PesynbTat Tecta Bbiwe 11,1 MMONnb/n yepe3 2 4 nocrne
npuema rnKo3bl CBUAETENbCTBYET O HANMMUYUKU Y 60/b-
HOro caxapHoro guabera.

Onetonornyeckue nogxogbl. MMpu Hanuumm y 60/b-
HOIF0 MYKOBUCLMA030M HapyLleHHON TONepaHTHOCTMU K
rMIOKO3e WAM caxapHoro guabeta Heob6xoammo obec-
NeynTb ONTUMANbHbLIA HYTPULMBHBLIA CTatyc U ypo-
BEHb MMTMKEMUUN LO/KEH ObITb B NpeAenax HopMbl. ITOMY
CNoCOBCTBYIOT Chnefytouive peKomeHgaLnu:

* JHepreTMyeckas LEHHOCTb MUK LO/HKHA COCTABNATh
150% oT HopManbHON, npuyem 40% B paunoHe foN-
XHbl COCTaBNATb Xupbl, 20% — 6enku, 40% — yr-
NneBOAbI;
noAbop A03bl MHCYNMHA OCYLLECTB/IAETCA Ha OCHOBE
ee COOTBeTCTBUA AneTe, a He Ha060pOoT;
nprvemMbl MUK AO/DKHBI ObITb YacTeiMK (40 6 pa3 B
CYTKM);

KaX/bll npueM nNuWM LOMXKEH CONPOBOXAATbCH
npueMom (epPMEHTHbIX MpPenapaTos;

* HEe UCKMOYaKTCA U3 AUEThbl JIerko ycBanBaemMble yr-

NeBOAbl, HE PEKOMEHAYHTCHA 3aMeHUTenu caxapa

BBUAY MX nocnabnsawwero eicTBus.

NeyeHne 60MbHbLIX MYKOBMCLMAO30M Mpu caxap-
HOM fuabeTe npegycmatpuBaeT Ha3HAYeHUE UHCY/NHA.
HavyanbHasa go3a npenapata MOXeT OblTb HEBbICOKOIA
(0,25 EA/Kr B CYTKM), pasfenieHHas Ha [iBe NOLKOXHbIX
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NHbeKUMKN. CTaHAApPTHO 2/3 CYTOYHOI A03bl BBOAAT YT-
pom, 1/3 Beyepom. Llenbio MHCYNNMHOTepanuun aBnseTcs
nojfep>XaHne ypoBHA TNMKEMUM HATOLWLAK B npegenax
4—8 mmonb/n.

MopgaHHbiM C.M.Hill [61], HekoTOpPbIE NaLUeEHTbI, 0CO-
6eHHO BO BpemMs ny6epTatHOro nepuofa, MOryT HYX-
[aTbCA B MOBbIWEHNW [03bl MHCYNMHA Jo 1—2 Efl/kr B
CYTKW, KOTOpas cpaBHMMa C L030M y 60/bHbIX caxap-
HbiM gnabetom | Tmna.

BONbHbIM C BblpaXXeHHOMN 3af4ep>XKOoi (PU3M4eckKoro
pasBUTMA U HapyLeHHOW TONepaHTHOCTbI K FOKO3e
MOXET 6bITb Ha3HaueHa A03a uHcynmHa 0,1E[l/Kr B CyTKM.

CaxapHblli fuabeT n HapyLleHHas TONepaHTHOCTb K
rNIOKO3e ABMAKTCSA «BO3pacTHOW» Npo6aeMoil MyKo-
BMCLMA03a, KOTOpas CTAHOBUTCH BCe 60nee akTyanbHOM
C YBE/IMYEHUEM MPOJO/IKUTENbHOCTU XU3HUN BOMbHbIX.

HapylweHne TOonepaHTHOCTW K F/1lOKO3e HEOo6Xo-
AMMO aKTMBHO LMArHOCTUPOBATbL Ha CTagumn, KOrga oHo
He OTpaXKaeTCA Ha HYTPULMBHOM CTaTyCe U TeYeHUu
O6pPOHX0-NeroyHOro npotecca.

[ haBa 4

PocT u nybepTaTHoe pasBuUTUE
60NbHbIX MYKOBUCLMI030M

YBennueHne npoLo/HKUTENbHOCTU XU3HU OO0NbHbIX
CTaBWUT nepep Bpayamu, HabnogawWMMn 601bHLIX MY-
KOBUCLMNAO030M, MPO61EMbl MOHUTOPUPOBaAHNA PoCTa K
nybepTaTHOro pasBUTHUSA.

Mo pgaHHbiM C.M.HIM1 [61], ny6epTaTHOEe pa3BuTUE Yy
60/IbHbIX MYKOBUCLMA030M 3aepXunBaeTca Ha 3—4 rofa.
3ajepXka pocTa u 3anasjbiBatouee nybepraTHOe pas-
BUTME, OCOOEHHO Yy MYXUYWNH, ABNSETCA LOMNONHUTENbHON
NMCUXONOrNYECKON TPaBMOW. MPUUYNHBI YKa3aHHbIX §B-
NneHnii mynbTuakTopmanbHbl. K HAM OTHOCATCSH:
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* HApYLWEeHHOe BCacbiBaHWe B KMLLKAX;
* nporpeccupoBaHue BPOHXO-N1ErOYHON0 Npouecca;
* caxapHblii gunaber;

* NpUeM KOPTUKOCTEPOUAOB U Ap.

Y 60NbWNHCTBA MYXYUH, B0/bHBIX MYKOBUCLMAO-
30M, Habnwgaetcsa asocnepmus 6e3 HapyweHUd Cek-
cyanbHOW noTeHuuu. CyLLecTBYIOT eAUHWUYHblE NUTe-
paTypHble CO06WeHNd 0 MYyX4MHax-oTuax, cTpajar-
Wwmx mykosucumpgosom [50].

OCHOBHOW MPUYMHOWA aszocnepMun ABAAKOTCH pas-
NNYHbIE (DOPMbI OBCTPYKLMW WAM OTCYTCTBME vas
deferens. CTeneHb BbIpaXeHHOCTU MOP(OIOTNYECKMX
M3MEHEeHUn Konebnetca OT CEMABBLIHOCALWMX NPOTOKOB
C MaKpPOCKOMWUYECKN HOPManbHOW CTPYKTYpOil M yua-
CTKamu 06CTpyKuMn [0 6onee 4yacTo BCTpevalolerocs
X ABYCTOPOHHEro OTCYTCTBMA. MexaHu3M 3TUX Ha-
pyLWweHni AceH He A0 KoHua. OHAKO YCTAaHOBJIEHO, YTO
06CTPYKLMA N aTpPOMA CEMABLIHOCALLMX MPOTOKOB
BTOPUYHbI MO0 OTHOLIEHUIO K U3MEHEHWUAM B COCTaBe Ce-
MEHHOM Xungkoctn. dkcnpeccus MPHK reHa Mmyko-
BMCLMA03a B TKAHAX ANYEK OOBACHAET aHOMalbHbIN
MOHHBIWA TPaHCMOPT B X/IOPHbIX KaHanax B anukaibHOM
MembpaHe 3NUAMManbHbIX KNeTOK. 3TO NPUBOAUT K
CryWEeHN0 N MOBbILEHUK BA3KOCTU CEMEHHOW XWUp-
KocTh. CTPYKTYpHble HapylweHUs MYXCKOW penpo-
OYKTUBHOW CUCTEeMbl MPU MYKOBUCLWUAO3E MOryT BO3-
HUKHYTb KaK aHTeHaTa/lbHO, TaK W nocTtHatanbHo. O6
3TOM CBW[ETENIbCTBYIOT AaHHble O MOYTW HOPMasbHOM
CTpYKTYype vas deferens y HEKOTOPbIX HOBOPOXAEHHbIX
Manbymkos [1].

Mpy TMCTONOTMYECKOM WCCNeA0BaHUN ANYEK Bbl-
ABNAT UX HOPMaNbHYH CTPYKTypy. Kosnmyectso
TECTOCTEPOHNPOAYLUPYIOLWMX KNETOK Jleidgnra n cnep-
mMatoreHes B npejenax Hopmbl. lpefcratenbHas xe-
nesa, B OCHOBHOM, He BOBJ/IeYeHa B NaTon0rM4eckunin npo-
Lecc.
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Y MyX4uH, 60/bHbIX MYKOBUCLMAO30M, BbIfiBEHA
Koppensumnsa nonoBbiX CTPYKTYPHbIX U3MEHEHWUI C Ba-
PUAaHTOM TEHHON MyTauun. MONEeKYNsipHO-TeHeTU-
yeckoe ob6crefoBaHuMe MO3BOMAEGT Y MYXUYWH 3pesoro
BO3pacTa AguMarHocTupoBaTb MyKoBUcCLMA03 6e3 nopa-
XEHUA Nerknx U HapyweHus BcacblBaHMA B KuULax, y
KOTOpPbIX NPUUYUHONW becnnofgus ABnseTcs ABYCTOPOHee
oTcytcTBue vas deferens. Kak npasufio, y HUX 06Ha-
py>XnBaeTcs KOMMayHAHOE retepo3MroTHOe HOCUTESIb-
CTBO TaK Ha3blBaeMblX MATKUX MyTauuii reHa MyKo-
BMCLMA03a, MPU KOTOPbIX OTCYTCTBYET MaHKpeaTuyec-
Kas Hef0CTaTOYHOCTbL [85].

PenpogyKTuBHasA (MYHKLUMSA XEHLUIMH, CTpajatoLmnx
MYKOBMCLMA030M, TakXe 06bI4HO HapylleHa. LaHHble
natonoroaHaToOMM4YyecKuUx WccnefoBaHUn CBUAETENb-
CTBYIOT O TOM, YTO Y TaKUX XXEHLWNH KaHan Welku MmaTKu
3aKynopeH CAu3ncTbiMy npobkamu. lMocnegHue 06-
pa3ylT cBoeob6pa3Hblil 6apbep AN MPOHUKHOBEHMS
CnepmMaTo300HOB B MOMOCTb MaTKu. Mpu nccnegoBaHnmn
3KCnpeccumn reHa Mykosucumaosa soifsneHa ero MPHK
TO/IbKO B 3HAOMETPUN.

B nonHom o6beme CTeneHb HapyleHWs pPenpojyk-
TUBHOW (DYHKLUWN Y XKEHWMWUH, 60/IbHbIX MYKOBUCLUAO-
30M, 0 KOHLa He ficHa. AMeHopes, 4acTo Habngarouwa-
ACA NMPU MYKOBUCLMA03e, MOXET OblTb BTOPUYHOI MO OT-
HOLWEHNI0O K MPOrpeccUpoBaHui0 NIeroYHO-CepLeYHol
HefoCTaTOYHOCTM U MIOXOMY HYTPULMUBHOMY CTaTyCy.

OnTumanbHoe BefeHne U HabnwgeHne TaKuX 60/b-
HbIX MOXeT NpubNM3UTb MokasaTtesn pocta U CPOKWU
ny6epTaTHOro pasBUTUA K HOPMe, CMATYUTb NMCUXOJO-
rMyeckme nocneacTBUS HapyleHUs penpoayKTUBHOMN
GYHKLMN.

Ons onTumMmnsayum BefeHUA 60/IbHbIX MYKOBUCLM-
[030M Mbl PEKOMEHAYEM:

* u3MepAThL poct 1pas B 3—6 Mec;
* U3MEPATb Maccy Tefa Npu KaXXA0M MOCELLeHNN Kn-

HUKW;
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e NpU OLLEHKE poCTa MCMNOMb30BaTb TabNMLbl CUTMasb-
HbIX OTKNOHEHWI, NPUBEAEHHbIE B MPUIOXEHUN 2;
e OUEHKY pocTa NpouM3BOAMTbL C Y4YETOM LieNeBoro
(0XXMJaeMOro KOHCTUTYLMOHANLHOTO) pocTa.
[ns BblUNCNEHNA LENeBOro pocTa UCMNONb3YHT Cre-
ayouine MeToANKK:

[ eBoyKku:
(a) CpepHe-poanMTeNbCKUIA POCT:
pOCT OTUa + POCT maTepu _y o

(8) LieneBoii poct — (a) + 8,5¢cMm.

Manbuumku:

(@) CpeaHe-poAnTENbCKUIA POCT:

poCT 0TNa + pOCT MaTepu Ly

2

(8) Llenesoi poct = (@) + 10 cm.

Mpun 3ajepXKe pocTta HeOO6XOAUMMO NpoaHanU3npPo-
BaTb crefytouwue GpakTopbl:

* HEOTKOPPErnpoBaHHbLIA CUHAPOM Manbabcopounm
NN HeafleKBaTHYH 3HEPreTMYecKy LEeHHOCTb Npo-
OYKTOB;

* COCTOAHME OPOHXO0-NEroYHON CUCTEMBbI;

* BO3MOXHOE Hanmuyme caxapHoro guabeTa;

* 3h(heKT MeANKAMEHTOB (Hanpumep, KOPTUKOCTepo-
naos).

HapyweHune nybepTaTHOro pasBUTUA LUarHOCTU-
pyetcs:

* MPY OTCYTCTBUUN NMPU3HAKOB pa3BuTua K 14 rogam (ans
o6ounx nonos);

* NpU LUCKOPAAHTHOM nyb6epTaTtHOM pa3BUTUM (HOP-
MasbHOe pa3BMTUE OAHUX MPU3HAKOB C 3afepXKoi
ApyTNX).

Mpn 3agepxKe nybepTaTHOro pPasBUTUA PEKOMEH-
AYIOT ManbyMKaM HasHayaTb TECTOCTEPOH B BUAE BHYy-
TPUMbILWEYHbIX UHbEKL M B 03e 50Mr /MeC B TeyeHMe
6 Mec, AeBOYKaM — nepopasibHble 3CTporeHbl C MH»
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AVBUAYanbHbIM NOAGOPOM A03bl. AN HOPManbHOTO
pocTa ¥ NOMIOBOr0 Pa3BUTMSA ManbYMKaMm NOKa3aHO Ha-
3HaYeHMe CMHTeTMYECKNX aHabONMUYECKMUX CTEPOn0B,
KOTOpbIE:

e CTUMYNMPYHT POCT CKeneTa 6e3 CYL,eCTBEHHOTO
BNIMSHWNA Ha KOCTHbI BO3pacT;

e MOryT CTUMYNIMPOBaTb eCTECTBEHHOe nyb6epTaTHOe
pasBuTHe.

OfHaKo B pefKMX Cny4yasx 3T npenapatbl Bbi3biBa-
IOT NOGOYHBLIA 3 PeKT.



PASOEN IV

[MpuHUMNbI BegeHUA
60/N1bHbIX MYKOBUCLIMA030M

[haBa 1

Jnetonornyeckune noaxoabl
K /Ie4eHNI0 B0NbHbIX
MYKOBUCLMO030M N KOPPeKLNS

MaHKpeaTn yeckom HEeAOCTaTOYHOCTN

Mpu gMeTM4yecKOM NUTaHUM GONbHLIX MYKOBUCLU-
[LO30M Heo6X0AMMO Y4MTbIBATb Cliefytolme 0COOeH-
HOCTW OpraHusma:

* HapylweHue nepeBapuMBaHMA U BcacbiBaHMA (Mab-
aurectns m manbabcopoums);

* MOBbIWEHHbIE 3HEPTeTUYECKNE 3aTpaThl;

* HeAfoCTaTOYHOE 3HepreTmyeckoe obecrneyeHue op-
raHm3ama BCNeACTBMe MIOXOro anneTuta B MEPUOA
060CTpeHnsa 3aboneBaHuns.

OCHOBHOI NPUYMHON Manbabcopbuumm xwupa, Kak
yKa3blBasoCcb Bbllle, ABNAETCA IK30KPMHHAA NaHKpea-
TUYecKasa HeoCTaTOYHOCTb, BCTpeyarowwasca y 85 —87%
60/bHBIX. KpomMe TOro, cyuecTByeT ewe psag (GakTopos,
KOTOpble MOFyT CYLL,eCTBEHHO YXYAWMWUTb YyCBOEHUe
Xupa. 910, BO-NEPBbIX, FMMNepcekpeLns CONAHON KuUC-
NOTbl B XXENyfAKe U MOCTYNNEHNE ee B ABeHajLaTunep-
CTHYH0 KULLKY B YC/IOBUAX YMEHbLUIEHHOW cekpeumnmn 6m-
Kapb0oHaToB, YTO BefleT K CHUMXXEHWUIO pH cofepXUmMoro
KUWOK. Mpn 3TOM CHMXXAeTCAa aKTUBHOCTb /Mnasbl, a
XKEeNYHbIe KUCNOTbI, HE06X04MMbIE A8 IMYNbraunm Xupa,

8- 7173
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NpeLunUTUPyTCA U TEPAKOTCA C Ka/oBbIMU Maccamu.

Bo-BTOpbIX, YNNOTHEHUE MPUCTEHOYHOrO CAU3UCTOrO

CNoA CAYXWUT NpenaTCcTBMEM [NS BCAacblBaHWUS Xupa B

KMLLKax.

MoBbIWeHNe 3HEpPreTMYecKMx 3aTpaT opraHusma
CBSI3aHO, B OCHOBHOM, C 4YacTbIMW OGPOHXO-Er0YHbIMM
060CTPEHMAMN N AbIXaTeNIbHOW HeLOCTAaTOYHOCTbIO, Be-
Ayuiei K TKaHeBOM rnunokcuu.

MpuynHamn, yxyalaouwmnumy anneTut, MOryT ObiTb:

* WHTOKCUMKALMSA Ha (POHe OGaKTepuanbHOro WUHQEK-

LMOHHO-BOCMANMUTENIbHOTO Mpouecca;

AblXaTefbHas U CepAeyHO-CoCyAncTas HefoCTaTou-

HOCTb;

* 330(arnT ¥ racTpoasogaranbHblii peroKC;

e Bblpa)XeHHas CXBaTKOo6pa3Has 60/b, CBSi3aHHan ¢
ANCTaNbHbIM WHTECTUHANbHLIM OOGCTPYKTUBHbIM
CUHAPOMOM;

* Ha/Myme OCNOXHEHWIA MyKoBucUMAo3a (nMaHkpea-
TUT, XONELWUCTOXONaHTUT, f3BeHHas 60/e3Hb, XOse-
NNTNA3, LUPPO3 NeYeHn 1 ap.).

Y 601bHbIX MYKOBMCLMAO30M pa3BMBaeTCA TakKxe
NONUTUMNOBUTAMUHO3, OCOOGEHHO >XMPOPACTBOPUMbIX
BuTamuHoB (A D, E, K), acceHUNaNbHbIX XXUPHbIX KAC/OT,
MUHepanbHbIX BELW,ECTB, MUKPO3IEMEHTOB.

MpumMeHeHWe afleKBaTHON 3aMeCTUTeNbHOW (hepMeH-
THON Tepanuu MNO3BOMIUAO MNPUHUUMNANIBHO MO-HOBO-
My MOLOWTU K AMeTUYeCKOMY NMuTaHuto 60/bHbIX. OcC-
HOBHbIM MPUHLWUMNOM AWETbl ABNAETCH YBeMYEHUE
3HEpPreTuYecKoit UeHHOCTM nuuim Ha 20—50% Bbille
HOPMbl. 3TO AOCTUraeTca yBe/lIMYeHUEM 4acTOTbl Npu-
eMOB NMULKN BbICOKOIW 3HEpPreTMYeckoin LeHHocTn (5—b6
pa3 B AeHb); 45—55 % CyTOYHOI 3HepreTMyeckolr no-
TpebHOCTN opraHM3ma MOKpbIBaeTCs 3a cyeT Xupos, 15 %
—3a cyeT 6enkoB n 45—50% —3a CYeT yrneBofo0B.

[oKasaHo, 4TO NOIMHEHACHILWEHHbIE XUPbl (MOACON-
HEYHOE M O0NMBKOBOE Macno) 6onee 3aheKTUBHO ab-
COpOUPYHOTCA B KMLLIKAX 60MbHbIX MYKOBUCLIM/030M.
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[na peteli paHHero Bo3pacTa ONTUMaibHbIM Bapu-
aHTOM BCKapM/inBaHWA ABNAETCHA TPyLHOE, TaK KakK Ma-
TEPUHCKOE MOJIOKO COLEePXUT Nnnasy u scceHumanbHble
XWPHbIe KUCNOTbl. MpU MCKYCCTBEHHOM BCKapMm/uBa-
HWUW, UCNONb3yA afanTUPOBaHHbIE CMecW, Heo6X0oAMMO
obecneynTb 3HEPreTUYEeCKyH LEHHOCTb paLuoHa He Me-
Hee 502 —628 K[ >X/Kr B cyTKM (120—150 kkan/kr B cyT-
Kun). B cnyvyae HefoCTaTOYHOW npub6aBKM Maccbl Tena
CYTOUYHYIO 3HEpPreTUYecKylo LEHHOCTb pauuoHa cne-
AyeT yBennuntb Ao 628 —837 kx/kr (150—200 kkan/Kr).
B 3ToM cnyyae nokasaHO UCMO/ib30BaHWe CMecel Ha
Mofly3NneMeHTHOW OCHOBE, COAepXalliue NUNUAbLI XUp-
HbIX KUCNOT C YKOPOYEHHbIMMW Lienoykamu (Tak Hasbl-
BaeMble CpejHeLernoyvyeyHble Tpurnuuepugbl) — «Mpe-
rectumun», «HytpamureH», «nentu-KOHuop». lMpu
NepBUYHON MAM BTOPUYHON NaKTa3HOW HeAOCTaTOY-
HOCTW MPUMEHAKT HU3KO- UNM 6e3/1aKTO3Hble CMecwu.

BaXXHbIM MOMEHTOM, O KOTOPOM Heo6xogumo no-
MHWUTb, ABNAETCA LOMOMIHUTENbHOE NOACANMBAHUE MULLA.
PekomeHAyeMble [03bl X/IOpUAa HATpPUSA 4N feTeid cne-
aywouwme: 0—1 rog — 2 MMONbL/KI B CYTKK (pacTeop
HaTpua xnopuga); 1—5 net — 600 mr/cyT; 6 —10 net —
1200 mr/cyT; >11 net — 1800 mr/cyT.

MaToreHeTMYeCKN MNOKa3aHHOW 60/IbHbIM MYKOBMC-
LMA030M ABNAETCA (PapMaKo/iorMyeckas KOppekuus
XUNPOpPacTBOPUMbIX BUTAMWUHOB — peTUHONA auertar
(BuTammH A) 1 ToKOo(gepona auertat (BuTtamuH E).

CyTouHble f03bl A4/19 3HTepasbHOro NPUMEHEHUS pe-
TUHONa auetata — 1000 —5000EL/cyT B 3aBUCMMOCTU
0T BO3pacTa; TOKo(eposa aLerar — HOBOPOXAEHHbIM
— 10 mr/cyT; petam go 3 net — 30—50 mr/cyT; getam
crapwe 3 1eT —50—100 mMr/cyT; NOAPOCTKaM 1 B3pOC-
neim — 200 mr/cyT.

Ona koppekuun notpebsieHMA MUKPO3INEMEHTOB
PEKOMEHAYHTCA CnefyroLwmne CyToOuHbIe 403bl: UMHK —
10—15 mr; monnbéaeH — 200—300 mr; meab — 2—3 Mr;
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mapraHey — 3—4 mr; xpom — 100—150 mkr; ceneH —

100—125 wmkr; nogq — 100 — 150 mkr.

Ons obecrneyeHna CyTOYHOW NOTpebGHOCTU B BUTa-
MWHaX M MUKPO3NEMEHTaxX Mbl PEKOMEHAyemM npume-
HATb MONMBUTAMMWUHHbIE KOMMAeKcbl — MynbTuTtabe,
FOHukan M, KOHukan T n gp.

B ocHOBe MegMKaMeHTO3HOW KOppeKunm CUHAPOMOB
ManbAuUrecTum n manbabcopbumm NexumT 3amecTuTeNb-
HaA Tepanusa depMeHTaMW NOMAXKENYAOUHOW Xenesbl.
Wcnonb3oBaHue Ans KOpPpeKuuyM 3K30KPUHHOM NaHK-
peaTMyecKOi He[OCTAaTOYHOCTM COBPEMEHHbIX (ep-
MEHTHbIX MpenapatoB (KPeoH, MaHUUTPAaT), a TakXe Aun-
eTbl BbICOKOW 3HEpPreTM4eckomn LEeHHOCTWM MO3BOMNMO B
3HaUYUTENbHON Mepe HOpManM3oBaTb HYTPULUBHbBIN
cTatyc 60/bHbIX. D epMeHTHble MpenapaTbl nNpeacTaB-
NAT co60i MUKpOCepuyeckme rpaHyibl B KUCNOTO-
YCTOWUMBOW 06010UKE, MOMELLEHHbIE B XE/MAaTUHOBYHO
Kkancyny (tabn. 12).

OCHOBHbIMWU MpeumMyLLecTBamMM 3TUX Npenapartos, B
OT/INYMe OT WUCMONb30BABLUUXCA paHee, ABAAKTCA MX
EKNC/I0TOYCTONYNBOCTb, PABHOMEPHOCTbL pacnpegeneHuns
B NML,EBOM KOMKe, npakTuyecku 100% 6M0A40CTYMHOCTb.

[o3y (hepMeHTHbIX MpenapatoB HeobXxoguMmo ycTa-
HaBMBaTb UHAMBMAYANbHO B CNeLMann3npoBaHHOM fe-
4eOHOM YUpeXAeHWN, PYKOBOACTBYACb CheAyHLWUMu
npuHUuNamm:

* HayanbHaa gosa cocrtasndet 4000 —5000 ME akTuB-
HOCTW NnNasbl/Kr B CYTKW;

e y 6O/IbHbIX C TSKENbIM TeYeHUeM MYKOBUCLMAO3A W
BblpaXXeHHOW HeAoCTaTOYHOCTbIO (DYHKLMUM Nomxe-
NYA0YHOWN Xene3bl 03y HEOOXOAMMO MOCTEMEeHHO
yBennuntb go 8000—10 000 ME akKTMBHOCTM nuna-
3bl/KI B CYTKU;

* KpUTEpUEM afeKBaTHOCTM [03bl ABMAETCH KYMNUpPO-
BaHWe CMMMNTOMOB MaHKpeaTU4YeCcKOW HepfocTaToy-
HOCTU — nonugekanuun, cteaTtopen UT.4.;
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Tabnmua 12

CocTtaB MUKpocheprnyecKnx hepMeHTHbIX NpenapaTos
(1 kancyna)

HassaHue npenapata Nlnnasa, MpoTeasa, Amwnnasa,
ME ME ME
KpeoH (8000) 8000 210 9000
KpeoH(25000) 25000 1000 18000
MaHunTpat(10000) 10000 500 9000

e [03Y pacnpefenatoT Mexay BCEMU NpuemMaMy MnuLimn
(OCHOBHbIMM N [ONONHUTE/NIbLHBIMM), paccynTbIiBas pa-
30BYI0 03y UCXOAS U3 COLEPXaHUA XKUpa B paLnoHe;

* pepMeHTHbIN npenapaTt Heob6XOAMMO NPUHUMATb
HernocpeACTBEHHO nepej efoi.

[eTtam paHHero Bo3pacTta (pepMeHTbl J03UpyoT 6e3
Kancynbl, y4nTbiBass HU3KYK KWUCAOTHOCTb XXenypou-
HOro coka. Pa3oByl [03y (DEPMEHTOB CMeLWMWBaKwT C
efoi (nNpefnoyTUTENIbHO C PPYKTOBLIM MOPe UKW AXKe-
MOM) ¥ AalT HEMOCPEACTBEHHO Mepes NPMeMOM MULLK.
Mpu Takom crnocobe HasHavyeHUs (PEePMEHTHBLIX Mpe-
napaToB cregyeT m3beratb HeMnoOCPeACTBEHHOINO0 KOH-
TaKTa MUKPOrpaHyn co CAN3NCTOR 060/104KOM NONOCTH
pTa BBUAY BO3MOXHOrFO0 MECTHOrO pasjpaxatroliero
feicTBUA.

Heob6xoanMoCTb fJanbHeWWero yBenmyeHua [O3bl
(hepMeHTHbIX npenapartos Bobiwe 10 000 ME akTMBHOCTHU
nnnasbl/Kr B CyTKu TpebyeT feTanbHOro o6cnesoBaHums
60/IbHOTO U aHanM3a NPUYNH pepaTepHOCTM CTeaTo-
pen 1 Apyrux cuMnTomoB Manbabcopbuymm. MK3BecTHO,
4yTo [03bl (pepmMeHTOB Bbiwe 10 000 —15 000 ME ak-
TUBHOCTM NMUNa3bl/Kr B CYTKN 3HAYUTENbHO MOBbIWAKT
PUCK Pa3BUTUSA CEPbE3HOTN0 OC/IOXKHEHUS (DepMEHTHOW
Tepanuyn — uopoO3MpytoLLeil KOIOHOMNATUN.

Mpn KOppekuuyn naHKpeaTU4YecKOlW HeLOCTaTOYHO-
CTV Ha (hOHEe 3aMeCTMUTENbHON PepMEHTHON Tepanun y
NOAPOCTKOB C MPU3HAKamMu MOBbILEHHOW XenyAo4YHOM
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cekpeumn n pepakTepHOCTbIO CTeaTOpPen WUCMONb3Yy-

IOT aHTUCEKPeTOpHble npenapatel — 6n0KaTopbl H2

peLenTopoB rMcTaMmHa.

Kputepvem npaBuUabHO Ha3HAYeHHOW AUETbl W L03bl
(hbepMeHTOB SBNAKTCA HOpManusauus 4acTtoTbl U Xa-
pakTepa CTyfa, nokasaTenei 3KcKpeyuun ekanbHOro
Xupa jo 51 B CYyTKMU, OTCYTCTBUE HENTPanbHOIO Xupa B
KonporpammMme (OnNTUManbHOe — TPeXKpaTHOe ee Bbl-
MO/HEHME), NONOXUTENbHAA AUHAMUKA Macchl Tena. Mo
HalWWM JaHHbIM, HOpManu3aynsa HyTPULMBHOIO cTaTyca
cTpajarowmnx MYKOBUCLMAO30M CHUXAET TAXECTb Te-
yeHns 3ab60neBaHMs, CNOCOOCTBYET YNYy4lleHU (YH-
KLMOHaNbHbIX NOKa3aTeNieil AblXaTe/lbHON CUCTEMbI.

B psige cnyyaes, Npu OTCYTCTBUM APYTUX BO3MOXHbIX
CNoco60B yNy4ylWwnNTb HYTPULMBHBIA CTAaTYC G60NbHBIX MY-
KOBMCLMA030M, NPUMEHSIOT 3HTEPasIbHOE 30H40BOE MNU-
TaHue. NMoKa3aHWAMU K ero UCronb30BaHUIO ABNAIOTCA:

* HEBO3MOXXHOCTb HOpPMaNn30BaTh HYTPULUBHBINA CTaTyC
60NbHOr0 B TeYeHMe 6 MeC Npu UCMO/b30BaHUN afekK-
BaTHbIX AMETbl M [03bl PEPMEHTHbIX NpenapaTos, a
TakXe Apyrue npuymHbl (Hanpumep, caxapHblii guna-
6eT);

* CTONKOE CHWMXeHWe anneTuTa;

* nepuofgbl, Tpebyrowmne NOBbILIEHHONW 3HepreTuyec-
KO LEeHHOCTU pauuoHa (6epeMeHHOCTb, nybepTaT-
HbIA nepuog).

JHTepa/sbHOe 30HA0BOE NUTaHMe OCYLLeCcTBNSETCS, B
OCHOBHOM, B HOYHOe Bpems, obecneumsas 1/3—1/4 cy-
TOYHOW 3HEPreTUYeCKOW LEHHOCTU paumoHa. B kaye-
CTBE NWLLeBON [06aBKM MPUMEHAKT CTaH4apTHbIe
afanTUpoBaHHble MOJIOYHbIe CMeCU WKW CMecu Ha no-
NY3N1EeMEHTHON OCHOBe. D epMeHTbl NPUHUMAKOT Mepes
30HAO0BbIM KOpM/ieHMeM. [pu MCNoNb30BaHUU CMeceit
Ha NONy3fleMeHTHOW OCHOBe pa3oBas [03a (PEepMeHTOB
YMEHbLIAETCA HanoM0BUHY.

BO3MOXHBIMWU OCNOXHEHUSAMMW 3HTEPasbHOro 30H-
[OBOr0 NUTaHUA ABNAKOTCA:
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* inapes WIu 3anopbl;
* racTpoasoaranbHblii peioKC;
* TOWHOTa, pBOTA, NPUCTYNbl ab40MUHaNLHON 60MK.

B HekoTOpbIX 3anafHblX LieHTpax npu neyvyeHuu
60NbHbIX MYKOBMUCLMAO30M MCMNOMb3YIOT racTPOCTOMM-
YyecKM crnocob [OMONHUTENbHOrO0 NUTaHuA. okasa-
HUAMU K MPOBeAEHWI0 [LaHHOW npoueaypbl ABASETCA
KOMOMHaumna cnefyrowmnx MakTopos:

* He06X04MMOCTb JOMNOIHUTENILHOTO NUTaHUS,;
* HEBO3MOXHOCTb OCYLLECTB/IEHUSA 3HTEPasbHOro 30H-

[J0BOr0 NUTaHUS.

MpoTuBONOKaszaHNAMKW AN HaKNafblBaHWS racT-
POCTOMbI MOTYT ObITb THXe/blil racTpoasodaranbHblii
peoKC U nopTasnbHas runepTeH3ns, npyu KOTOPOn puck
pa3BUTUA KPOBOTEYEHUSA U3 BAPUKO3HO pacLlMpPeHHbIX
BEH NPEBOCXOAMT MPEVMYLLECTBA, MOJIYYEHHbIE B XOAe
LONONHUTENBHOTO FacTPOCTOMUYECKOrO MUTaHUS.

YuutbiBag Hanuume y 60/IbHbIX MYKOBWUCLWAO030M
HapyLeHnsa NpPoLeccoB NuLLEBAPEHNS, & TaKXe YacTble
KypCbl MacCUBHOM aHTWbGaKTepuanbHOW Tepanuu, npu-
BOAAWEA K HapylweHU0 OMOLEHO3a KULWOK, NpU  KOM-
MAEKCHOM NleYeHUun Heob6xo0aMmMo UCMONb30BaTb buonpe-
naparbl, cofepxxawue 6UPuao- n NakTobakTepumn, B gneTy
BK/HOYATb NPOAYKThI, coAepxalime ux (kedup, norypr).

[naBa 2

[MNpyHUMNbI aHTUG6AKTEPUa/TLHOM
Tepanun npu MyKoBUCLIMA03E
N NneveHme Nnpu 060CTPEHUN.
PusmoTepanus

HecmoTpa Ha 3HauYMTeNbHbIA MPOrpecc B BeAeHUM
60/IbHbIX MYKOBUCLMA030M, NPUBEALLINIA K YBETUYEHUIO
NPOAO/MKNTENbHOCTN XWU3HU, Hanbonee TPpyAHON 3aja-
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yell oCTaeTcs CoXpaHeHue (MYHKLUWN Nerkmx. VIMeHHO
nporpeccupoBaHnme 6POHXO-/IErOYHOrO npolecca ¢
(hopMmupoBaHMeM MHEBMOCKNEpPO3a, NHeBMO(pU6po3a u
NEeroyvyHoro cepjua fBNAETCA OCHOBHbIM (PakToOpoMm, on-
pefensaWwmm orpaHMyYeHe NPOLOMHKUTENBHOCTYN XXU3HU
npu MYKOBMCLUAO3E.

Bce mepbl, HanpaBfeHHbIe Ha YNy4ylleHUe HyTpu-
LLMBHOTO CTartyca, 0NnocpefoBaHHO MOJIOXKUTENLHO B/N-
AT Ha NErOYHY (DYHKUUIO.

OCHOBHbIMM Mepamu, HanpaB/fieHHbIMW Hemnocpes-
CTBEHHO Ha COXPaHeHue MYHKLUUW NIETKUX, ABNAKOTCA:

* oyumuleHNe BPOHXMANbHOrO fepeBa OT BA3KOW MOK-
poOThI;

* nojaeneHne 6akTepnanbHOW MHPEKLUH;

* MPOTUBOBOCNANUTENIbHAA Tepanus.

BblfgeneHne MOKPOTbI U3 [AbIXaTeflbHbIX NyTel CO-
3[aeT OCHOBY A/ YCMewHONn aHTubakTepuanbHOW Te-
panuum n ocTaeTcs OLHOM M3 rNaBHbIX 3aga4y nNpu my-
KoBMCLMAO3E.

[Ons ymeHbWeHNA BA3KOCTM U 3PPeKTUBHOro ypaa-
NeHns B6POHXMAaNbHOro CekpeTta MPUMEHAETCA KOMOMU-
Hauusa U3NYeCKUX, MeLUKAMEHTO3HbIX U UHCTPYMEH-
TaNbHbIX METO/O0B.

dunsnyeckme MeTofbl 3BaKyaLnum MoOKpoTbl (husmno-
Tepanusa) JO/MKHbI MPUMEHATLCA Y KaXoro 60/bHOro
MYKOBUCLMA030M Cpa3y nocne yCTaHOBNEHWUSA Jwuar-
HOo3a. ®Pu3noTepaneBTUYECKME METOLbl fieYeHUA NOfA-
6upalT MHAMBUAYANIBHO B 3aBMCMMOCTU OT BO3pacTa,
TAXECTU N 06paTUMOCTM NEroYHbIX U3MEHEHUR, Nepu-
ofja 3abofeBaHWs M FOTOBHOCTU MauueHTa K COTPYA-
HuyecTBy. K (m3noTepaneBTUYeCKMM MeTodam, Npwu-
MEeHAeMbIM NPU MYKOBUCLMA03€e, OTHOCAT:

* NMOCTYpaNbHbIA ApPEHaX;

* BUOPALMOHHbLIN Maccax;

* ayTOTEeHHbIV LpeHax;

* le4eOHYI0 (PU3KYNbTYPY C NPUMEHEHMEM AKTUBHOIO

LUMKna gblXaHus.
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B nepByto oyepefb NPakKTUYeCKMMMN HaBblKaMmn Npo-
BEeHMA yKas3aHHbIX Mpoueayp AO/MKHbI 0BnafjeTb po-
ANTenn 60NbHbLIX, a TakXe caMu 60/bHbIE.

[ns BbINONHEHNA BMOPALMOHHOTO Maccaxa UCnosb-
3yHOT 8 OCHOBHbIX MONOXEHWUI Tena:

[N19 BepXHe-nepeaHnX A0Nein Nerknx: nonoxeHue cnas
C OMOpOii CNUHbI, ronoBa npunogHaTta (puc. 26);

4NA BEpXHe-3afHUX [0/el Nerkux: NonoXeHue cugs
C OMOPOW rpyaun, ronoBa NPUNOAHATE;

AN cpefHe-nepefHUX Aonel Nerkux: NOM0XeHue
nexa Ha CrnuHe, ronoBa Ha rOPU30HTaNbHOW MIOCKOCTK
(puc. 27);

4NA cpefHe-3afHUX JONel Nerknx: nonoXeHue nexa
Ha XXWBOTe, ron0Ba Ha rOPU30OHTaANbHOW MJIOCKOCTHU
(puc. 28);

ONA HU>KHE-NepefHUX [0Nei: MoNIoXKeHMe fexa Ha
CnuHe, ronosa onyweHa (puc. 29);

0N HV>KHEN JO0NW NIEBOTO NIErKOro: NOMOXEHUE fiexa
Ha npasomMm 60Ky, rosiosa onyuweHa (puc. 30);

AN CpefiHei 40N NPaBoro IErKoro: NOI0XKeHMe nexa
Ha npaBom 60Ky, ronosa onyuweHa (puc 30);

AN HUXKHe-3a4HUX J0Mel NEerknx: NOJIOXKEeHUe fexa
Ha XXMBOTe, rosiosa onyuieHa (puc. 31).

Maccax ocCyLecTBAAKT NPepbIBUCTON Bubpaumei
(nokonaunBaHue NajoHbIO, CNOXEHHOW «/10[40YKOW», MNO-
X/0MblBaHWe, COTPACEHME). Y feTeil paHHero sospacra
noxnonbiBaHWe nNpouns3sBoaAT 2—3 nanbuamun. lokona-
ynmBaHue B OAHON nmosmuymm pgnutcs 1—2 muH 15—20-
CEKYH[IHbIMM LUKNamu C nepepbiBamun go 5 c.

AYTOreHHbIA ApeHaX — 3T0 CNoco6 oyunlleHuns
OPOHXOB OT BA3KOr0 CeKpeTa, OCYLLEeCTBSAEMbIli 60/b-
HbIM camocToATeNbHO. C NOMOLWbIO CNeLnanbHON cu-
CTeMbl [bIXaTe/bHbIX ABUXEHWU/A BO BpemMs BAOXa W
BbljOXa AOCTUraeTCa 4vepefytouieeca pacwimpeHue wu
CyXeHue OPOHXOB. IDTO NPMBOAMUT K 06pa3oBaHUIO
BO3JYLIHOro NOTOKa BO BpeM$ Bbl0Xa, KOTOPbIA Cho-
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Puc. 26. ApeHaxHoe
NoMoXeHe AN BepxHe-
nepeaHWX LONel Nerkmx

Puc. 28. [peHaxHoe
NnonoXeHve ana cpegHe-
3a[HUX [0Nen Nerkmx

Puc. 27. [peHaxkHoe
NONOXeHNe ANa cpefHe-
nepefHWX JONel nerkmx

Puc. 29. ApeHaxHoe
NOMOXeHNe A1 HUXKHe-
nepefHUX A0Mei Nerkux

COo6CTBYeT yJaneHU0 MOKPOTbl U3 MeNIKUX 6pPOHX0B B
6ofiee KpynHble L0 ypoBHA Tpaxen. OKOHYaTe/lbHOE
yhaieHne MOKPOTbl OCYLLEeCTBAAETCA NPW Kale.
3aHATUA AblXaTeNbHOM TMMHACTUKON HAaYMHAKT C 2 —
3-neTtHero so3pacTa. [bixaTe/bHYH TUMHACTUKY MNPO-
BOAAT LMKNAMW, COCTOALMMU M3 TPeX KOMMOHEHTOB.
YnpaxHeHuUs, HanpaBNeHHble Ha yCUleHWe BAOXa, AB-
narTCA Hambonee ah(HeKTUBHLIM CMOCOOOM yAaneHus
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Puc. 30. peHaxHoe Puc. 31. peHaxHoe
MoNIOXKeHWe ANA HUXHEN MONOXEHWNe AN HUKHe-
[I0NV NPaBoro (N1eBOro) /Ierkoro 3afHUX Jonei nerkux

OpOHXMANbHOIO CeKpeTa: yNy4llaeTca aspaumnsa nerkmx
M BO3J4YX UCMONb3YeTCA B KaYeCTBe MOPLUHSA, BbITaNKK-
BalOLWero Cryctku OGpOHXManbHOro cekperta u3 nepu-
(hepnyecknx 6poHXOB. [locne ycuneHHoro Bpoxa pfe-
NatoT CMNOKOWHBIA BbIAOX. Y NpaXHeHNe NoBTOPAT 3 —
4 pasa nogpsg, 3aTem cnegyeT KOpoTkas naysa — OT-
AbIX B BUJE CNOKOWHOIO fbIXaHNA. TPETbUM KOMMOHEHTOM
ayTOreHHOW TPEHWPOBKWU ABMAKTCA YNPaXHEHUs, Ha-
npaBfieHHble Ha YCWU/IeHWe BblgOXa W OTKall/nBaHue
MOKPOTbI, KOTOpble MOBTOPAOT 1—2 pasa.

AKTUBHbIN UNKN AblxaHus. MeTog (hOpCcUpOBaH-
HOro BblfOXa, WAW TaK HasblBaeMblli «XapuHr», 3a-
KNK0YaeTca B YepefoBaHMMN CMNOKOMHbLIX [blXaTeNbHbIX
LWKNOB C MOCNELYHOUWMNM YyAaneHneMm MOKPOTbl C no-
MOLLbIO (hOPCUMPOBAHHOIO BblfOXa:

* CNOKOWHOE fuadparmManbHOe [AblXaHUE;

* 4 rny60KMX BLOXa B COYETAHWUWU C MOX/IOMbIBAHWNEM
rPyLHOW KNeTKU Ha Bbl4OXe, BbINOJIHEHHOM CaMWUM
60/IbHbIM UM MHCTPYKTOpOM JI®K (pogutenamu);

e 1 unn 2 popcupoBaHHbIX YCKOPEHHbIX Bbl40oXa
(«xa(phnHr» — 3BYK, NPOM3BOAUMBIV BbIXOAALLUM U3
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OTKPbITON ro/0COBON LWenu BO3LYXOM MPU YCKO-
PEHHOM BbIJOXeE);
* CMOKOWHOE AnaparmanbHoe AbiXaHue.

Takue UMKnbl NPOBOAAT B TeveHne 10—15 muH.

N3 meToAMK, MCMONL3YHOLWMX MNONOXUTENbHOE AaB-
NeHne Ha BblfoXe, HEO6X0AMMO OCTaHOBUTLCA Ha CTU-
mynupytouwen MEM-macke. 3T0 o4YeHb 3WHEKTUBHDbIN
MEeTOJ4 OYMULeHNA TpaxeobGpPOHXManbHOro Aepesa OT
BA3KOMN MOKpoTbl. lMEM-macka co3faeT CONpPOTUB-
NeHne Ha BblfOXe, BC/NEACTBUE Yero JOCTUraeTca Tpe-
HUPYOLWNUA aheKT AbiXaTeNbHbIX MblwL. OgHaKo ee
npuMeHeHne TpebyeT OCTOPOXHOCTM WM MPOTUBOMO-
Ka3aHO 60/IbHbIM C BblIPaXXEHHOW 3MMDMN3EMON Nerknx
M3-3a 0NacHOCTM pa3BUTUA MHEeBMOTOpaKca.

BaXHbIM MPUHLMUNOM ONMUCAHHBIX BbIlle METOLOB Jie-
4e6HOW (PU3KYNbTYPbl, AbIXaTeNbHON TUMHACTUKN W
mMaccaxa fBNfTCA NOHMMaHNe HeOBX04MMOCTU U CYTH
METOANKN POANTENAMMU U cCaMUM B0NbHbIM pebeHKOM, a
TakKXe MOJIOKUTeNbHaa MOTUBaLmMA.

OnbIT NPpUMEHeHNs HabNt AaeMbIMMU Hammn 60NbHbIMU
METOA0B AblXaTe/NbHON (hM3noTepanmm LOKasbiBaeT MX
BbICOKYIO 3((heKTUBHOCTb, a OTCYTCTBME BCAKUX Ma-
TepuanbHbIX 3aTpaT Npu 3TOM AenaeT ee AOCTYMNHOW Ana
BCex 60/bHbIX. Kaxyuwiadcsd npoctota 3TUX MeTOAMK
He 40/KHA BBOAMTL B 3ab61yX/4eHNe OTHOCUTENIbHO He-
06X04MMOCTUN eXeLHEBHOT0 UX BbINONHEHNA 2 —3 pasa
B [leHb C yBe/IMYeHWeM KpaTHOCTU B nepuoj obocTpe-
HUIA. IX 3Ha4YeHne B OYULLEHUN GPOHXMANbHOIO AepeBa
HaCTO/IbKO BE/INKO, YTO Cpefu BCEX MeTOAoB, Hanpas-
NEHHbIX Ha 3BaKyauuto MOKPOTbI, TOIbKO OHW ABNAKOTCS
HEOCMOPUMbIMW U CTOAT Ha MEpPBOM MecCTe.

OpfHako (hu3nyeckme MeTOAbl OUMNLLEHWUA ObIXaTefb-
HbIX MyTei npu 060CTPeHUU OGPOHXO-/IEFTOUYHOr0 MNpPo-
Lecca HepgoctaTouHbl. WX cnepgyet codyetaTb C XMMMU-
YeCKUMU (MeLMKaMEHTO3HbIMW) MeToAaMW C MCNO/b-
30BaHUEM MYKONIMTUKOB ANS PasXMXeHUs MOKPOTHI.
X0TA No 3TOMY MNOBOAY aHIIMIACKME Bpayun WYTAT, YTO
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OHW TaK Xe Nosie3Hbl, KakK 3anmpaHue gepei KOHKLWHK
nocne TOro, Kak ykpanu nowagb. o Hawemy MHeHUI0,
yNydlleHne pPeonoruyeckux CBOWCTB OPOHXMaNbHOMO
cekpeTa Heob6XOAMMO B KOMMJIEKCHON Tepanuu 060-
CTPpeHMn OGPOHXO0-NEeroYHOro npouecca, Korga yBe-
nMunBaeTCcA Kak NpPoAYKUMUA MOKPOTbl, TaK U ee BA3-
KOCTb.

NcTopuueckn Hanbonee ahheKTUBHLIM MYKOIUTU-
KOM CUMTAKT aueTUNUUCTENH. BrepBbie ero nonoXxwu-
Te/lbHOe B/INAHUE HA BA3KOCTb MOKPOTbI 6bINI0 MOKa-
3aHO B 1962 r. [86]. MyKOoNnTUYeCKas aKTUBHOCTb aLle-
TUNLUCTEMHA CBA3aHa C Haliuymem CBOBGOAHON CyNb-
(harnapunbHOW rpynnbl, paspbiBaloLLeil AucynbOuiHble
CBAI3M COCTaBNAKLWMX BPOHXMANBHOIO CekpeTa, TeM ca-
MbIM pasxuxas ero. Kpome TOro, onucaHbl crefyto-
WK1e NoNoXMTeNbHbIE 3NMEKTLI aLeTUILNCTENHA:

* o6nafaeT NPAMbIM N HEMPAMbIM aHTUOKCUAAHTHBIM

[eNCcTBNEM;

* CHMXAET YpPOBeHb FymopasibHbIX MeAnaTtopoB BOC-
naneHus;

* 3allMLAET NIerOYHYI0 TKaHb OT NOBPEXAEHUS, B TOM
ynucrie 1 ayTOMMMYHHOrO;

* CHMXaeT ajre3nBHble cBoWcTBa 6akTepuin [61].

Mbl peKkoMeHAyeM aueTUNLUCTENH NPUMEHATb KOM-
OMHMPOBAHHO per 0S U MHranaunoHHo. CyTtoyHas Aosa
npenapara, He3aBUCUMO OT MeToAa MPUMEHEHUS, [ON-
XHa COCTaBNATh:

e no 3 netr — 150 wr;

* 3 —7ner — 300 wr,

e 7 — 10 netr — 450 wr;

e ctapwe 10 netr — 600 wr.

Kak npasuno, ncnonb3ytot 20% pactsop aueTunyn-
CTeunHa.

OfHako npu ANUTeNIbHOM MPUMEHEHUWN aLeTuuunc-
TeNHa HapyllaeTcs NOLBMXXHOCTb PECHUYEK 3anUTenuns
O6poHxuanbHOro fgepesa [87], noaTomy npu TAXenoMm
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060CTPEHNMN OPOHXO-/IEFOYHOr0 Mpouecca ero npu-
MeHeHMe OrpaHuYnBalOT 4O 2 Hej.

B kauecTBe MYKO/NIMTUYECKOrO npenapata WUCMNoO/b-
3YIOT YHUTWON B MHranaumnsax ns pacyeta 10Mr/Kr B CyTKu,
pas3fieneHHble Ha 3 npuema. Y HUTMON HeobX04MMO pas-
BOAWUTb M30TOHMYECKUM PacTBOPOM Xjopufa HaTpua B
cooTHoweHun 1:1. AnnTeNbHOCTbL Kypca TakXe He f0f-
)KHa npesbilaTh 2 Hem.

Xopownm MYKONUTUYECKUM apdeKTomM obnagarT
npenapaTtbl am6pokcona rmapoxnopuaa, KoTopblii AB-
naetca akTUBHbIM MeTabonnTom 6pomrekcuHa. OH 06-
nafaeT BbIPaXXEHHbIM CEKPEeTONUTUYECKUM W Cekpe-
TOKMHETUYECKUM [JeliCTBMEM, TaK Kak CTUMynupyet
(PYHKUMIO LMNNAPHOTO 3NUTENndA, a TakXe aKTUBMpYeT
obpasoBaHue cypdakTaHTa anbeBeosiamu. B Hawux Kium-
HUYECKMX HabNoLeHNAX B KayeCcTBe MYKOMTUYECKOTO
npenaparta Mbl UCMONb30BaIN «AMOpobGeHe» («Mepke»).

[o3a «AmM6pobeHe» cocTaBnseT:

[nsa npumeHeHns per os (cupon 7,5mr/mn):

* 0 21eT — no 1mn 2 pasa B AeHb;
e 2—5neT —no 1wmn 3 pasa B AeHb;
' 5—12 netT — no 2 mn 3 pasa B [eHb.
Ona wHranauumii:
* 10 5neT —no 2 mn 1—2 pasa B [ieHb;
e cTapwe 5netr —no 2—3mn2 —3 pasa B feHb.

[nsa BHYTPMBEHHOIO M BHY T PUMBILLIEYHOTO BBELEHUSA

(15 mr B amnyne):
* [0 2 neT — no 1/2 amnynbl 2 pa3a B [eHb;
e 2—5ner —no 1/2 amnynsbl 3 pa3a B [€Hb;
e 5—12 net — no lamnyne 2—3 pas3a B [eHb.

CyTouyHas [fo3a ambpokcona ruagpoxaopupa cocras-
naet 1,2—1,6 Mr/kr. B TaxenbIX clyyasx CyToyHas fo3a
MOXeT ObITb YBennueHa 40 3—4 Mr/Kr.

KnunHnyeckne HabnwoLeHUs, NPOBeAEHHbIE B HalleM
LleHTpe, nokasanu, 4To amMbpokcona rmapoxnopug aB-
naetcad 3 PEeKTUBHLIM MYKOMUTUKOM, YynydllaloLwmnm
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(YHKLMWOHANbHble MoKa3aTenu erkux u obuwee co-
CTOAHUE OONbHbIX.

B 3apy6eXHbiX KAMHMKAX LANA YNYYLWEHUA MYKO-
LUIMAPHOTO K/IMPEeHCa MPUMEHSAIOT PEKOMOUHAHTHYO
yenoseyeckytw AHK-a3y («MynbMo3um»), O60OCHO-
BAHHOCTb ee MPUMeHEeHNs 06bACHAETCA TEM, YTO B MOK-
poTe 60/IbHbIX COAEepPXUTCA 60MbLIOEe KOIMYECTBO Heil-
TPOPUMbHBLIX TPaHYNOLUTOB U MUKPOOPTraHN3MOB, Mpu
rméenu v paspyLeHnn KoTopbiX BbICBOOOXAAETCA MHOI0O
OHK, 4TO B 3HaYUTENbHOW Mepe yBeNM4YMBaeT MOT-
HOCTb M BfA3KOCTb MOKPOTbI. [loKa3aHO, 4TO NpUMeHe-
Hne OHK-a3bl cNoCO6GCTBYET He TOMbKO YAYULIEHMWIO
(PYHKLUMN Nerkux, HO M yMeHbLUaeT 4yacToTy obocTpe-
Hua [20].

[lo HacToAwero BpeMeHuW AWCKYTabenbHbIM OCTa-
eTcq BOMPOC O NMPUMEHEHUN GPOHXOAMNATATOPOB MNpU
MYKOBUCLMA03E. Y HEKOTOPbIX 60/bHbIX C BblPaXeH-
HbIM OOGCTPYKTUBHBIM CUHAPOMOM WU TUMEPPEaKTUB-
HOCTbIO GPOHXO0B NOC/e UX UCMNONb30BAHWUA OTMeYaeTcs
3HauuTeNbHOe ynyyweHne PyHKUUM nerknx. OLHaKo B
NnnTepaType WMEKTCA TakXe coobuieHMs 06 yxypule-
HUW OTXOX[AEHMUA MOKPOTbl M COOTBETCTBEHHO U (PYH-
KUUW Nerknx B pesynbraTe NMPUMEHEHUa GpoHXOoAuNa-
TaTopoB [88].

[na ncnonb3oBaHUA MHCTPYMEHTas/IbHbIX MeTOA0B
ounLLEHNS BPOHXMNANbHOIO AepeBa — GPOHXOCKOMUK C
naBaem — CYLEeCTBYeT paj NoKasaHWi:

* HEKYNUPYHOLMNIACA OBCTPYKTUBHbLIA CUHAPOM C Ha-

PYLIEHNEM OTXOX[IEHUSA MOKPOTbI;

* «CBEXMWe» aTenekrasbl;
* OrpaHnyeHHas amdusema.

OCHOBHbIMW NPOTUBONOKAa3aHUAMU 15 NMPOBeAEHUA
OPOHXOCKOMUN ABNAKOTCA AEKOMMEHCUPOBAHHOE fe-
rOYHOEe CepAue M 3HAYMTeNbHOE HapylleHne PYHKUMN
BHELLUHEro fblXaHus.
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AHTNOMOTUKOTEpPaNunA

Bopb6a c nerovyHol MHMeKLnen B cuny NpUYnH, CBA-
3aHHbIX C XMMWU3MOM MOKPOTbl 60MbHbIX, ee 0CO6bIM
CPOLCTBOM K MUKPOOHbLIM BO36YUTENAM, ABNAETCA OYEHb
CNOXHOW 3afayeit, NnpeaMeToM ANCKYCCUIA 1 CMOPOB che-
uManmucTos. B HacToslee BpeMA HET eAUHOro MHeHUs
0 NPO(UNaKTUYECKOM WUCMNONb30BAHUMN aHTUOaKTepu-
aflbHbIX NpenapaToBs, paLuoHaNbHOM BeAeHUN 60NbHbIX
C XPOHWYECKOM KOoNnoHu3aumnen Ps.aeruginosa u T.4.

Bbibop aHTM6GaKTepManbHOro npenapaTta AO/KEH
6a3npoBaTbCA Ha CNeAylLMX OCHOBHbIX MPUHLMNAX:
* 006M3aTe/IbHOM BblfENEeHUN MUKPOOHOro BO36YyAM-

Tens (Bo3byauTenei) n onpegeneHnn Hambonee ak-

TUBHOTO (aKTUBHbIX) aHTUMWKPOOHOro areHta ny-

TeM YCTAHOBMEHUS YYBCTBUTENbLHOCTU in Vitro;

* yuyeTe YyBCTBUTENIbHOCTU BCEX MWKPOOPraHW3MOB,
BbIle/IEHHbIX U3 MOKPOTbI BOJIbHbIX;

* KOHTPO/Ie KOHLUeHTpauun aHTnbakTepmnanbHOro npe-
napaTta B KpOBMW Ang o6ecrnevyeHWss MakCUMasibHOro
athpekTa NP MUHUMaIbHON €ro TOKCUUYHOCTN.
Pa3pabaTbiBafg cxeMy aHTUOaKTepuanbHON Tepanuu,

Mbl CYMTaEM HeO6XOAUMBIM BblLe/NNTb OCHOBHbIE KU-

HUYECKMEe KPUTEPUM MU CUMMTOMbI 06OCTPEHUs GPOH-

X0-/IeroO4HOro npotecca:

* YyBe/IMYEeHNEe 4acToTbl, THXKECTU U MPOSO/HKUTENIbHO-
CTW Kawuns;

* yBe/MYeHNe KONMYecTBa MOKPOTbl WAN U3MEHEHMUe
ee LuBeta;

* yCWU/IeHMe OfblLWKKW, LKMaHo3a; ayCKy/ibTaTUBHbIE W3-
MeHeHus;

* aHOopeKcud, noTeps Macchl Tena;

* yXyfWweHne (YHKLMOHANbHbIX /IerOYHbIX MOKa3sa-
Tenemn;

* MOsAB/IEHNE HOBbIX PEHTIEHONOrNMYEeCKUX N3MEHEHNA.
MepBUYHbIMU GakTepuabHbIMU BO3OYAUTENAMU MNPU

MYKOBWCLMA03€e, aCCOLUMPOBAHHbLIMWU C 060CTPEHUEM
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OPOHX0-Nero4yHOro npouecca B Mepsble fABa rofa XXW3Hu
pebeHkKa, aBnsatoTca Staphylococcus aureus 1 Haemophilus
influenzae. YactoTa BbigeneHna n3 MOKpOThl Ps.aeruginosa
yBeNM4YMBaAETCA C BO3pacTom. YactoTa Mx o6Hapy>XeHus
oT 5 go 20 net Bo3pacTaeT oT 34 go 74 % [89].
CTaHAaapTHbIM BapuMaHTOM CTapTOBOIM KOMOWHaL WK
AHTUOMOTUKOB NMPU NeYeHUn B60/bHLIX C 060CTPeHUEM
OPOHXO0-/1Iero4YHOro npoLecca ABNAETCA COYEeTaHMe aH-
TUOMOTUKA aMUHOTIMKO3MAHON rpynnbl M (3-nakrama.
AMUWHOINNKO3WAbI, BK/IOYasA reHTaMULUH, ToO6paMuLmH,
amuKaUuWH in vitro akTWBHbI MPOTMB 6GONbLWINHCTBA
wTammoB S.aureus, H.influenzae, Ps.aeruginosa. MuHu-
MasbHasa NPOAO/IKUTENbHOCTL Kypca coctaBnser 10—
21 peHb. OnpepfeneHne AAUTENbHOCTU Kypca aHTUOM-
oTMKOTepanuu 6asnpyeTca Ha:
e 3pagukKaunn BO3OYAMUTENS WU CHUXEHUN MUKPOO-
HOro 4uncna;
* YAYUYWEHUN (PYHKLMUOHANbHbIX NErOYHbIX MOKasa-
Tenei;
* MONOXMNTENbHON KNMHUYECKOW LUHAMUKe.
OCHOBHbIe aHTUONOTUKKN, NCNONb3YEMbIE MPU leYeHU
60NbHbIX MYKOBMCLUNAO30M, NpeAcTaBneHbl B Tabn. 13.
Tak Kak TeyeHMe WMHPEKLUMOHHOro npouecca npu
MYKOBWUCLIM03€, BbI3BAHHOIO CMHErHOWHOW NanoyKow,
MMeeT O0COBGEHHOCTU, TO, MO HalleMy MHEHWIO, UMeeT
CMbICN NOAPOOHO OCTAHOBUTHLCA HA aHTUMOMOTUKOTe-
pannuu 3TON MHMeKunn. PapmMakOKMHETMKA HEKOTO-
PbIX NEKAPCTBEHHbIX NpenapaToB y 60/1bHbIX MYKOBUC-
LMA030M TakKXe UMeeT OT/INYUTENbHbIE YepThbl.
OCHOBHbIM MPUHUMUNOM aHTMOUOTUKOTEpPaANUM MNpu
NepBUYHON KOMOHM3auum Ps.aeruginosa siBnseTca ee
MHTEHCUBHOCTb, 4YTO NPMU3BAHO MPeAOTBPATUTbL XPOHU-
3auMt0 MH(MEKLMOHHOTO npolecca.
Mpn XpOHWYECKOW KOMoHu3aumm Ps.aeruginosa Ccy-
WeCTBYIOT ABa OCHOBHbIX TepaneBTUYeCKMX MNOAX0Aa:
1 lMpodunnakTnyeckoe BHYTPMBEHHOE Ha3Ha4yeHue
aHTUOMOTUKOTEPaNnUN PerynsapHbIMU KypcaMu Hesa-

9- 7173
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Tabnnua 13

AHTUBMOTUKN, UCMONb3YEMble MPU NIEUYEHNN MYKOBMCLMA03a

CyTouHas Kpat- Mytn

AHTUONOTUK
nosa, Mr/kr HOCTb BBEAEHUN

MponsBoaHble NEHULUNNNHA

Amokcuuunnuu 50 - 75 4 Peros
AYrmMeHTuH 50 3-4 Per os
D yknokcauniani 50-75 3-4 Peros
A3nounnnuvH 200 - 250 3 B/b
MunepaynnnunH 200 - 250 3 B/b
TukapyuunanH 250 - 300 4 B/b
Kapb6eHnunnnuu 150-200 3 B/b
LlecbanocnopuHsbi

LlegpTtasngnm (popTym) 100 - 150 2-3 B/b
LledpbonepasoH (uedobua) 100-150 2-3 B/b
LledpTpnakcoH 50 - 100 1-2 B/b
MoHob6aKkTaMbl

A3TpeoHam 100 - 150 3-4 B/b
Kapb6aneHeMmbl

MimuneHem (TveHam) 50 - 60 3 B/b
MeponeHem 100 3 B/b
AMUWHOIANKO3MAbI

FeHTaMmunuymHa cynbdart 7-10 2-3 B/b, b/m
AmukaumHa cynbgart 15- 20 2-3 B/b
Tob6pamuuymH 7-10 2-3 B/b
HetnnmnynH 7-10 2-3 B/b
MponssBoaHble (PTOPXNHONOHA

LinnpodhnokcaumH 20 - 30 2 Per os

BMUCUMO OT K/IMHWMYECKOro cTaTyca C OonpefeneHHbIMM
nHTepsanamu (Hanpumep, 1pa3s B TeHeHne 3—4 Mec).
2. NMpuMeHeHNe BHYTPUBEHHON aHTUOMOTMKOTEpa-
MUN TONbKO BO BpeMs 060CTpeHMs.
Takne MeTOAbl NIEYEHMA MMEKT MpeMmyliecTBa M
HegocTaTku. MIX cpaBHUTeNbHas XapakTepucTuka npu-
BefgeHa B Tabn. 14.
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Tabnuua. 14

CpaBHUTe/bHAs XapaKTepUCTUKa OCHOBHbIX METO0B
NeYEeHUst NPU XPOHUYECKO KOMoHM3auun Ps.aeruginosa

Mpogunaktunyeckoe
BHYTPUBEHHOE BBejeEHUE
aHTUGNOTUKOB

YHuchunymnpoBaHHblii noaxon

K BbI6OpY CXEMbI leyeHus
CHWXeHNe 4acToThl
obocTpeHnii

YnydweHne yHKLUOHANBHOTO
COCTOSIHUSI NEeTKnX

BO3MOXHO ynyulleHue

BHyTpuBeHHas
aHTUbnoTMKoTepanms
npun o6ocTpeHun

NHavBuAayanbHblii Noaxoa

CHWXeHue cnyvyaeB pe3unCTeH-
THOCTU MUKPOOPraHn3MoB
CHWXeHne 4acToTbl anneprumn
K aHTMbnoTukam

CHWXEHMNe 4acToThbl
OCNOXHEHWU NpW BHYTPUBEHHOW

06Lu,ero COCTOAHMA
Tepanunn

B03MOXHO yBeNMUYEHNe
NPOAOMKUTENBHOCTU XU3HU
60/bHbIX

CHMXeHne CTOMMOCTU JieveHns

Bbi60op aHTUCMHErHOWHOIO
aHTUOMO TNKa

(3-naktambl. MNepBble npeacTaBuTenn rpynnbl (3-nak-
TaMOB He OblIM aKTUBHbLI MPOTUB Ps.aeruginosa; a-Kap-
60KCUMEHNUMNNNHBI 06nagann cpegHeil akTUBHOCTHIO B
OTHOLWIEHNUN CUHErHOMHON nanoykn. OAHAKO BblCOKas
YYBCTBUTENbHOCTb K felcTBUIO (3-nakTamas orpaHu-
4ynmBaeT UX NpUMeHeHne. Me3nounnanH, NnunepayuIanH
M asnounninH ABNAOTCA 60nee aKTUBHbIMWU aHTUCHU-
HErHOWHbIMM aHTMO6MOTUKaMK, HO noppatoTcs (3-nakTa-
MasHOMY ruMaponn3y. OTW NpeacTaBUTeNnu rpynnbl P-nak-
TamOB MCMOMb3YKTCA TO/IbKO B COYETAHUU C aMWUHOT-
NNKO3nJamu.

Kap6oneHembl (TMeHam) BbICOKO aKTWBHbI MPOTUB
Ps.aeruginosa, 04iHaKO OCHOBHOW Npo6nemMolr ux npwu-
MeHeHns sBnseTca 6bICTpOe pa3BUTME YCTOWYMBLIX
wrammoB. LiedanocnopuHbl 06nagat0T aHTUCUHETHON-
HOMW aKTUBHOCTbIK, HauyMHaa C TPETbero MOKOJieHUd
(ocobeHHO ueTasngum).
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P-naktambl AeWCTBYHOT NyTeM WHrmbupoBaHuA
(hepMeHTOB, y4acTBYHOLWUX B 6BUOCUHTE3E NenTUaorin-
KaHOB (3/1EMEHTOB KMETOYHON CTEHKM), U/Mnn akTuBuU-
PYIOT PEPMEHTbI, Ha3blBaeMble ayTO/IM3NHAMMU.

Hanbonee 3Ha4MMbIM MeXaHW3MOM PE3NUCTEHTHOCTM
K (3-naktamam, M3y4YeHHbIM B HacTosliee Bpemsd, ABNA-
eTcA NosABAeHMEe MyTaunin, NPpMBOAAWNX K Aepenpeccum
NpoayKUUM XpoOMOCOManbHOi (3-naktamasbl (KappeHT).
9T myTauuu genatoT Ps.aeruginosa KAMHWYeECKN pe-
3UCTEHTHOM KO BCem P-naktamam, 3a WCK/HOYeHUEM
KapbaneHeMOB ¥ YeTBEPTOro MOKOJIeHMs Ledanocno-
PUHOB. TueHaM SABNAETCA MOTEHUMaNbHbIM WHAYKTO-
POM XPOMOCOMasbHON P-naktamasbl U MOXET CUH-
Te3npoBaTb €e B KOMMYeCTBe, CPAaBHUMOM C 3h(PEKTOM
HEKOTOpPbIX MyTauwuit. 1o 3TOW NPUUYMHE OH HE MOXeT
MCNosb30BaTbCA B KOMOUHaUMKW C Apyrumu P-nakrtam-
HbIMW aHTUOMOTUKAMMW.

AMUHOIINKO3NAbI B KOMOWHaLUMM ¢ P-nakTamHbl-
MW aHTMbMOTMKamm — ofHa M3 Hambonee pacnpocT-
paHeHHbIX KOMOWHauni!, ahheKTUBHbIX NPOTUB 6O/b-
WKWHCTBA rpaMoTpuLaTenbHbIX MUKpoopraHnamos. Of-
HaKo OHM 06M1aalT 06PaTUMON HEPPOTOKCUUYHOCTbIO
N HeobpaTMMON OTOTOKCUYHOCTbIO. AKTUBHbIMWU NpO-
TMB Ps.aeruginosa fBNAKTCA FeHTaMULWH, aMUKaLuH ©
TO6paMuULUH.

AMWHOTNNKO3NblI AeACTBYIOT HEMOCPEACTBEHHO Ha
HapyXHyl MeMb6paHy rpamoTpuuaTe/ibHbIX MUKPO-
opraHu3moB, fefnas ee NPOHULAEMOR ANA APYrUX Mo-
nekKyn aHTMGMOTMKOB. OTUM B MEPBY ouepepnb
06BACHAETCA CUHEPrU3M aMWUHOTIUKO3NA0B U P-nak-
TamoB. llocne NPOHWKHOBEHUA B KNETKY aMUHOTIN-
KO3UAbl MHIMOUPYIT GMOCUHTE3 6GenKa Yepes WHIU-
6upoBaHune cuHtesa AHK.

Mo paHHbIM HeKOoTOpbIX aBTopoB [20], pe3nCTeHT-
HOCTb K aMWHOTMKO3UAHbIM aHTU6UOTMKAM COCTaB-
naet 5—12%. OHa o6ycnoBneHa ABYMSl OCHOBHbIMMU
npuyunHamu. MepBas cBA3aHa C NpoAyKLUuel PepmMeHTOB,
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MOANMUUNPYIOWMX aHTUOMOTUK aueTUIMPOBAHUEM,
afleHunupoBaHuem wunu gochopunnpoBaHuem Mone-
KY/ibl @aHTUOMOTUKA. ITO MPUBOLUT K CHUXKEHUO 3 -
(heKTUBHOCTU MOAUPULMUPOBAHHOIO aHTUOGUOTUKA.
Lpyroii Tun pe3ncTeHTHOCTU, NPOAEMOHCTPUPOBAHHbI
Ha MOZEeNAX XMUBOTHbIX, BbI3BAH «HECMOCOOHOCTbIO» aH-
TMOMOTMKA CNPaBUTLCA C BONbLWIMM KOMYECTBOM MUK-
POGHBLIX KNETOK.

XUHOMNOHBbI. B nocnegHee Bpema gokasaHa BO3MOX-
HOCTb M MEPCNeKTUBHOCTb MPUMEHEHUSA MPU NEYEHUN
60/MbHbIX MYKOBMCLMAO030M (/IFOOPOXMHONOHOB. Hawm-
60nee APPEKTUBHLIM U KIUHUYECKN UCMONb3YEMBIM U3
3TOW rpynnbl aHTUOMOTUKOB fABNAETCA LMUNPOgoKca-
UMH. OH ynydliaeT PYHKLUMIO Nerkux faxe y 60/bHbIX
C PesnCTeHTHOW K aHTU6MoTUKam Ps.aeruginosa 6na-
rogaps MHrMGMPoOBaHUIO (PaKTOPOB BUPYNEHTHOCTMW.

®apMaKOKMHeTUKa NIeKapCTBEHHbIX MpenapaTos, U
aHTUOMOTMKOB B TOM 4ucne, Y 601bHbIX MYKOBUCLUAO-
30M MMeeT CBOM 0COBGeHHOCTU. B nepBylo oyepenb 370
CBA3AHO CO CK/IOHHOCTbIO TakuX 60NbHbIX MeTabonun-
3MpoBaTh JIeKAPCTBEHHbIE Mpenapatbl ObICTpee, Yem
340poBble NIOAN. DTUM OOBACHAETCA Ha3HauyeHue IK-
CTPaopANHAPHO BbICOKMX [03 60MbWINHCTBA AHTUMMUK-
PO6GHbIX MpenapatoB AN JOCTUXEHMA TepaneBTuyec-
KMX KOHLUEHTpauuii B CbIBOPOTKE KPOBM WM MOKpPOTe
[20]. AHTMOMOTMKM pasNMYHbIX TPYNn, BKAOYas aMu-
HOTIMKO3UAbl, NEHULUANIUHBI U TpUMeTONpuMCYyba-
MeTaKC030/1, JO/DKHbl Ha3Ha4YaTbCA B MaKCMMasbHbIX Te-
paneBTUYEeCKUX U 60Nee BbICOKUX [03aX.

Ocob6eHHOCTbLI0 hapMaKOKUHETUKM aMUHOTINKO3U08B
ABNAETCA TOJIEPAHTHOCTb 60/IbHbIX K BbICOKMM [03aM
(150 —200% cTaHAapTHOW [A03bl He BbI3bIBannM HW Ofl-
HOro cnyyas 0TO- M HePpoOTOKCUYHOCTU). Papma-
KOKMHeTMKa umunpodaokcaymnHa y 60/bHbIX MYKOBUC-
LMAO030M He OT/IMYaeTCcs OT TAKOBOW Y 340POBbIX NUL, U
He TpebyeT Ha3HauYeHUs NOBbIWEHHbIX L03 Mpenapara.
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Tabnuua 15

Hanbonee WMpoKo ncnonb3yemMble Npy MyKOBUCLIMAO3€
AHTUCUHETHOWHbIE aHTUONOTUKN

AHTUONOTUK Aosa
Aetn - 300Mr/Kr B CyTKMn

Asnounnnus B3pocnble - 15 - 20r/cyT

Aetn - 150Mr/Kr B CyTKM
Uedprasuanm B3pocnble - 6r/cyT

Aetn - 150 - 200Mr/Kr B CyTKHM
A3TpeoHam

B3pocnble - 6 - 8r/cyT

Aetn no 40kr - 60Mr/Kr B CyTKHn
TueHam Aetn 6onee 40 kr

n B3pocnble - 1- 2r/cyT
FeHTamMunynH 5 MI/KF B CyTKHK
Tob6bpamunymH 5 MT/KF B CYyTKMU

Y 60N1bHbIX MYKOBUCLUAO30M TPYAHO LOCTUYbL aHTU-
MUKPO6GHO aKTMBHOCTW B MOKpOTe. Tak, 6uonoruyec-
Kas aKTMBHOCTb aMWUHOT/IMKO3MA0B B MOKPOTe He3Hauu-
TeNbHa. HekoTopble aBTOPbI OTMeYarT, YTO IpaguKaLmns
Ps.aeruginosa 13 MOKpOTbI TPEBYET LOCTUXKEHMNSA B Miasme
KPOBM TaKO KOHLeHTpaumnm reHTammymHa, kotopas B 20
pa3 npesblWaeT cpegHeTepanesTnyeckyto [20].

B 1abn. 15 npuBegeHbl 403bl Hanmbonee LWUPOKO MC-
Nnofb3yemblX NPU MYKOBUCLMWAO3€ aHTUCUHETHOWHbBIX
aHTMONOTUKOB.

B nocnegHne 10—15 neT A0BOJILHO LUIMPOKOE pac-
npocTpaHeHne y 60/IbHbIX C XPOHWYECKOW KONIOHM3a-
umei Ps.aeruginosa nonyyun aspo30/bHbI CNOCO6
BBEEHNS aHTUOUOTUKOB. lMpeumMyLLecTBOM TaKoro
cnocoba MPUMEHEHUS ABMISAETCA BO3MOXHOCTb AOCTU-
XXEeHNA BbICOKOW aHTUMWUKPOOGHON KOHUEHTpauumnm He-
nocpeACcTBEHHO B 04are BocnaneHns — B NIErKux.

B psge uccnepgosaHuin [1] oTMeyeHO, 4TO KapbeHu-
UMNIUH U TEHTAMULUH MPU UHTansALMOHHOM MCMNOJb-
30BaHUM ynyywaT QYHKLMWOHANbHbIe NOKa3aTenm ner-
KUX, CHMXAaKT 4acToTy W MPOAO/KUTENbHOCTb Mpe-
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6biBaHUA 60NbHbLIX B cTaumoHape. [pu HasHavyeHuu
asnounnnmMHa un uedrasmgnuma nofyyvyeHbl aHanornyHble
pe3ynbTaTbl. [eHTaMULMH, NONMMUKCUH B un ero aHanor
KONOMUUWH Mbl NPUMEHANN B BUAE UHTanauuii npu no-
MOLWM YNbTPa3BYKOBOro WHranatopa." MHransyuum aH-
TUOMOTUKOB Mbl HasHayanu 60/MbHbIM C MEPBUYHON U
XPOHWYECKOW KOMoHM3auuen Ps.aeruginosa. YacTb
60/IbHbIX NPUHUMaNa UHranAauun aHTUOGMOTUKOB B Me-
puofg obocTpeHuii n Bo Bpema OPBW, apyrue — anek-
TUBHbLIMW KypcaMun Ao 4 pas B rof ¢ npoguiaktnyec-
KON Luenbto.

Mony4yeHHble faHHble CBUAETENbCTBYKOT O Leneco-
o6pa3HOCTM BTOPOro nogxofa, NMPUBOAALWEro K CHU-
XEHUI0 4acToTbl 060CTPEHWI, YyNy4ylleHU (YHKLMO-
HanbHbIX MOKa3aTene Nerkmx y O60/IbHbIX C XPOHWU-
YyecKoil KonoHwm3aumel Ps.aeruginosa, a TakXe Ha3Ha-
YeHUSA NHTaNALMOHHbIX aHTMOaKTepuMasbHbIX Npenaparos
B nepunoj 060CTPeHMS B COYETAHWU C BHYTPUBEHHOW
Tepanuen.

Burcholderia cepacia pe3ncTeHTHa NpakKTUYeCKU KO
BCEM W3BECTHbIM aHTWbaKTepuanbHbIM MNpenapaTam.
Pe3sncTeHTHOCTb K (3-naktamam Bbi3BaHa NpojyKuuein
B.cepacia ¢hepmeHTa UedanocnopuHasbl, NHIMGUpYyto-
Wero X akKTMBHOCTb. AHTUMUKpPOOGHas Tepanusa 60Mb-
HbIX C KONOHM3auueil B.cepacia CTpoOMTCA Ha Tex Xe
NPUHLMMIAX, 4TO U MPU XPOHUYECKON KONOHM3aLMU
Ps.aeruginosa. B nepByto ouyepefb OHa 6asupyeTcs Ha
4yyBCTBUTeNbHOCTU B.cepacia in vitro. MpogomKuTens-
HOCTb KypCa aHTMOGaKTepuanbHOI Tepannunm He JOMXKHa
ObITb MeHee 2—3 Hep. Yalye BCero BbIABEHHOW in vitro
aKTMBHOCTbIO MpoTMB B.cepacia 06nagaloT Lemrasmmm,
TpUMeTONpUMCYbpamMeToKcason U LUnpogaoKcaymH.

Heo6xoAnMMO OTMETUTb, YTO C YBe/IMYEHUEM BO3pa-
cTa 60/IbHbIX YMEHbLUAETCA YacToTa 3paguKauuy BO3-
oyauTens npu aHTMbGakTepuanbHOW Tepanuu, U Kpute-
puKn ycnexa ABAAKTCA B O0NbLIEA CTeNeHN KAUHUYec-
KVMU, 4eM MUKPOBUONOTNYECKNMU.
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I poTBOBOCMNA/IUTE/NNbHAA TeEParina

O60CHOBAHHOCTbL MPUMEHEHUS MPOTMBOBOCNANN-
TeNIbHON Tepanuu onpefenseTcqd BO3HMKAKOLWMWUM He-
NOCPeACTBEHHO MOCNe poXAeHus pebeHka Bocnane-
HMEM B /IEFOYHON TKaHW. Y 60NbHbIX B BO3pacTe 0T 5
40 13 net néynpodeH B fo3e 20—30 mr/kr B cyTku [61]
CTAaTUCTUYECKN [LOCTOBEPHO BbI3blBan yny4lleHune
(hYHKLMOHANbHbIX NOoKa3aTenen nerknx.B gpyrmx sos-
PacTHbIX rpynnax KAMHWYECKUin s eKT Obin ropas-
[0 MeHee BblpaXKeH. bonee HM3KMe [03bl NOyNpodeHa
MOTYT Bbl3biBaTb 06paTHbI «MNPOBOCNANNTENbHDbI
AP PpeKT».

Mo HaweMy MHeHW, eAUHCTBEHHbIM MOKa3aHWeM K
Ha3HaYeHUI0 per 0S KOPTUKOCTEpPOM0B NPy MYKOBWUC-
Lnpo3e ABNSETCA annepruyecknii 6pOHXoNyNbMOHaNb-
Hblid acneprunnes. MuHumManbHas NPoOAOHKUTENIbHOCTb
Kypca npefHn30/10Ha B A03e 1 Mr/Kr B CyTKN (MaKcu-
ManbHas fo3a 60 Mr/cyT) Jo/KHa cocTaBnAte 1 mec.
Kputepusimun apeKTUBHOCTN NeYEeHNS ABNAKOTCA CHU-
XeHune ypoBHA IgE B CbIBOPOTKE KPOBU OO/MbHBIX, YyY-
LWeHNe KINHNYECKOro cTartyca N PYHKLUNOHANbHBIX NO-
Kasatesniell Nerkux, NofiOXuUTenbHas PEeHTreHoNnornyec-
Kasa anHamuka. o gaHHbiMm Connett [61], HeKOTOpble
cnyyan 6pOHXONYNbMOHANbLHOr0 acnepruinesa npu My-
KoBucumpose Tpeb6oBanu NPOAO/KEHUS KOPTUKOCTe-
pouAHON Tepanuu B TeyeHue roga u 6onee. MonydyeH
MONOXMUTENbHbIA KNUHUYECKNIA 3P HEKT MHransumoH-
HOro NMPUMEHEHNSA KOpTUKOCTepouaos. Mpu neveHun
B3POC/bIX 60/bHbIX MOXHO MCNO/Ib30BaTb aHTU(YH-
rajibHble aHTUBUOTUKMN.
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[(naBa 3

TpaHcnaHTaums opraHoB
N Apyrue XMpypruyeckre npobnemMsi

NpyY MyKOBUCLMA03€

BONbWWHCTBO XMUPYPrUYECKMUX CUTyauui npu my-
KOBUCLMAO03e CBA3aHbI CO cneynpuryeckMMm nposB-
neHnaAMK 3aboneBaHusa, a TakXe C TepaneBTUYECKUMMU
npouegypamu. B aToii rnase mbl XoTenn 66l 0606LEHHO
KOCHYTbCSH HEKOTOPbIX U3 HUX:

* pob6nem focTtyna K LeHTpaibHbIM BEHaM, a Takxe
ractpoctomMumu (npobniembl, CBA3aHHbIEe C Tepanes-
TUYECKUMU Mpouesypamu).

o AnthhepeHunanbHOro AuarHosa 0CTPOro >XUBOTA.

* Mpo6nembl TpaHCNNaHTaLWU OpPraHoB..
Heo6Xxo4MMOCTb ANUTENbHBIX KYPCOB aHTUGaKTepu-

anbHOW Tepanuu, a TakXe 0643aTeNbHbI BHYTPUBEH-
HbIi NYyTb WX BBeAEHUSA [AeNnatT aKTyalbHbIM MOUCKMU
nyTein obneryeHnsa 3To npouegfypbl A4nd 6071bHOrO pe-
b6eHKa, a TakXe And MeJUUMHCKOro nepcoHana. K co-
XaneHuto, B Hallei CTpaHe He Hall/IM NokKa LUPOKOro
NPUMEHEHNA METOAUKMN KaTeTepu3auumn LeHTpaibHbIX
BEH 4yepe3 MNeYEBYK BeHY, YTO fefaeT HEeBO3MOXKHOW
ANNTENBHYH «[OMallHOK» BHYTPUBEHHYH aHTMbaK-
TepuanbHy Tepanuio.

Bo MHOrMx 3apy6exHbIX KIUHUKAX 418 ANUTENbHOT0
JONONHUTENBHOTO NUTAHMUA UCNONb3YHOTCA ATPOTreHHbIE
huctynbl-ractpoctombl (cm. pasgen V). OCHOBHBbI-
MU NPOTMBOMOKA3aHMAMWN TaKOro NUTaHWUS ABNAKOTCA
ractpoasoaranbHbliii pedy1lOKC U NopTanbHas runep-
TeH3uS.

OcCTpblii XNBOT. Y 60/bWKNHCTBA 60/MbHLIX MYKO-
BUCLUMAO30M MepuUOAMYecKn Habnwpgaetca 60/b B XK-
BOTe. HekoTOopble COCTOAHMA — racTpoasodaranbHblii
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peIIOKC, MoYeyHas Uan NeYyeHoYHas KoMK —XoTa U
CBfi3aHbl C OCHOBHbIM 3ab60/71€eBaHMEM, HO MO CBOUM K/UN-
HWYECKUM MPOSABNEHUAM U TepaneBTUYECKOW TaKTuKe
He OT/IMYAKOTCA OT TaKOBbLIX Y feTeil, He BONeLWNX My-
KOBMCLWUAO30M. [pyrue, Hanpumep, AUCTaNibHbIA WH-
TeCTUHaNbHbIN 0OO6CTPYKTUBHbIN CUHAPOM, BCTpevarTCca
NCNIYNTENIBHO NPU MYKOBUCLMAO3E.

Mo gaHHbIM pa3finyHbIX aBTopos, 0T 10 fo 50% 60nb-
HbIX MYKOBWUCLMLO30M MepuoAnYeckn cTpajarwT vac-
TUYHON 06pPATUMON WMHTECTUHANbHOW 06CTPYKUUER,
CBSI3aHHOWN C NOBbILWEHHOM BA3KOCTbI 06€3BOXKEHHbIX
KanoBbIXx Macc [61]. YacTto B Takux cnyyasax adpdek-
TUBHa KOHcepBaTuBHasa Tepanua (cm. pasgen ). Of-
HaKO HY>HO MOMHWTb, 4TO 60/1b B NPaBOoli NOAB3AO0LLIHO
06nacTn MOXeT ObiTb 00yCnoBAeHa He TOMbKO AuUC-
Ta/lbHbIM WMHTECTUHaNbHbIM OOGCTPYKTUBHLIM CUHAPO-
MOM, HO W naTonoruer anneHgukca, Kotopas npu Mmy-
KOBMCLMA03e MOXET HOCUTb KakK cneynpuyeckuii, tak
W BOCNanuTeNbHbIA (MCTUHHBIA anneHAMUnT) Xapak-
Tep. Cneungmyeckoe nopaxeHme anneHAuKca CBS-
3al0 C ero o6Typayueli CAM3b0 U MOXET MPOBOLUPO-
BaTb 60/1€BOW CUHAPOM.

Bonb B HafupeBHON 06/1acTU MOXeT 6bITb CBA3aHA C
racTPMTOM M NaHKpeaTUTOM, KOTOPble 4acTo accouumn-
pylOTCA C MopaxeHuem renatobunmMapHoi cCuUCTeMbI.
Bonblwne KUCTbl NOLKENYLOYHON >Kenesbl TakXe MO-
ryT 6bITb NPUYNHON MHTEHCUMBHOM OMOACLIBatOLen 60u.

TpaHcnnaHTauma nerkux. [MepBas nonbiTKa
TpaHCcnnaHTauun Nerkmx 4YenoBeky Oblna OCyL,ecTB-
neHa B 1963 r. B 1985 1. B BenmkobputaHum 6blia npo-
n3BefeHa nepeas ycnewHas TpaHCnaaHTauus KOMmI-
nekca cepgue — nerkue fABymM 60/1bHbIM MYKOBUCLM-
[l030M, KOTOpble B HacTodALee Bpems xusbl [90]. B CLUA
B 1990—1995 rr. ocyuiecTBneHO 297 TpaHCnnaHTauuni
KomMnnekca cepaue —erkve wun 3250 TpaHcnnaHTauui
Nerknx. bBoNbWWHCTBO PeunnueHToB 6biN 60/bHbIE
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MYKOBMUCLMA030M. TpaHCNAaHTaLMOHHbIE MOAX0Abl K
NeYeHN0 MYKOBMUCLMA03a U3MEHUNN MpeAcTaBieHne o
TaK Ha3blBAeMOW TEPMUHAIbHON NOMOLLLK 60NbHLIM MY-
KOBMCLMA030M: MEAULUHCKME MEPONPUATUS AOMKHbI
OblTb HanpasneHbl He TONbKO Ha o6neryeHue crpaga-

HWIA, HO 1 Ha NoAAep>XaHNe MaKCMMaibHO BO3MOXHOTO

ONTUMaNbHOro PU3NYECKOro M MCUXOIOFMYECKOro CO-
CTOSHUA 6OJMIbHbIX, 0XMUAALWMX TPaHCMIaHTaLuu.
OCHOBHbIMY MPOTMBOMNOKAa3aHUAMWU AN18 NpoBefe-

HUSA TpaHCNAaHTauUKn Nerkux ABNSKTCA:

* NCMXnyeckoe 3abonesaHue;

* ObICTPOE NMporpeccupoBaHue 3ab60/1eBaHNS, Yalle BCErO
accoymmpyroueeca ¢ XPOHWYECKON KONOHU3aLMen
B.cepacia]

* LMPPO3 MeyeHn, COMpPOBOXAAKLWMIACA NOPTanbHOM
rmnepTeH3nein (BO3IMOXHA NUWb TpaHCMaaHTayus
KOMM/eKca CepaLe — Nerkme — MeyeHb);

e COMYTCTBYHLME OHKONMOTMYECKME UK APYTMe Cuc-
TeMHble 3abofieBaHusA, CONPOBOXJawLWMecs noau-
OpraHHO HegOCTAaTOYHOCTbIO.

[ haBa 4

Cuctema oKasaHUsi MeIMLMHCKON K
NCUXOCoLNaNIbHO NOMOLLN 60/TbHbLIM

MYKOBUCLMNAO30M N NX CEMbAM

MyKOBMCLNA03, ABNASACH CEPbE3HOW MeULUHCKOMN
npo6nemoin, npeacTaBnseT co60iM UM KOMMNNEKC COLM-
anbHbIX npobnem. Mocne NOCTaHOBKW fAMarHosa «My-
KOBMCLMA03» pebeHOK O0Ka3blBAaeTCA «BepLIUHON MNu-
pamugbl» (puc. 32), 0T KOTOPO BO MHOrOM 3aBUCUT
YPOBEHb MEeAULMHCKONM, couManbHON NOMOLLK, a TakKxKe
KauyecTBO €ro >XU3HMW.
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BonbHoi

Cembs
1 6nnxarilLiee
OKpPY>XeHMe 60/bHOr0

'Y4aCcTKOBbII Nneauarp, TepanesTy
CeMeHbIN Bpad. Accoumaums
"poauTenein XpOHNYECKN 60/bHbIX AeTeir

LIeHTp N0 NIeYEHUNIO 1 ANArHOCTKE
MyKOBUCL103a

MexayHapoaHble KOHepeHLmH,
KOHCOPLUMYMbI 11 UCCNeaoBaTeNbCKME rpymnMbl

Puc. 32. NMupamunga MegULNHCKOR 1 NCUXOCOLMaNbHOW
MOMOLLM 60/IbHBIM MYKOBUCLMA030M

PoxfeHne B cembe pebeHka, 60/IbHOFO MYKOBUCLM-
[,030M, 0ObIYHO CTAHOBUTCSA MOBOPOTHBIM MOMEHTOM B
XXW3HW BCeN ero cembu, HaknagbiBaeT Ha poguTenei rpys
eXe4HEBHOr0 BbINONHEHNA MELULUHCKUX Ha3Ha4YeHUN
M MaHUNynAunin, yxoga 3a XpPOHUYECKU OGONbHbIM pe-
6eHKOM. [LONONHMNTENbHON NCUXONOrNUYECKON Harpy3Ko
ABNAOTCA BO3MOXHaA paHHAS cMepTb pebeHKa W Bbl-
COKas BEPOSATHOCTb POXAEHUS 6ONbHbIX feTel B 3TOW
ceMbe B 6yayuieMm. CeMbs,, B KOTOPO eCTb pebeHoK,
60/1bHON MYKOBUCLMAO030M, HYXXAAaeTcs B MHGopMaLu-
OHHOI M ncuxocoumanbHOW nopaepxke (puc. 33):

e CneynanncTbl LleHTpa nNo fneyeHUt0 N AUArHOCTU-

Ke MyKOBMCLM[O3a MOCNe YTOYHEHUS AuarHosa
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Puc. 33. HanpaBneHus MH(pOpMaLMOHHOM
1 NCUX0COLMaNbHOM NOAAEPXKKM CEMEN, UMEIOLLMX AETEN,
CTpajaroLLinx MyKOBUCLMA030M

O03HaKamnMBaKwT pPoOAWTEeNeil ¢ TedyeHuMem 3abone-
BaHWA N €ro NPOrHo30M, a TakXe C OCHOBHbIMMW Me-
AVNLUHCKUMKN MaHunynsumamu. Oco6oe MecTo npu
3TOM 3aHUMaeT 06y4yeHMe AMETONOTMYECKUM MNOf-
X0faMm, Pexumy npuema um JO3NPOBaHUSA 3aMecTu-
TeNbHOW (hepMeHTHOW Tepanuu.

» PoanTtenein Takxxe 00y4aldT OAHOMY M3 BaXXHEMLIUNX
KOMMOHEHTOB paLMOHanbHOro BeAeHUA 60NbHbIX —
thunsmnoTepanumn (nevyebHol Hn3KynbType, APEHAKHOMY
Maccaxy, akTUBHOMY LMKNY AblXaTeNbHON TEXHUKN).

B 3agavyy MeAMKO-TEHETMYECKOro KOHCYNbTUPO-
BaHWS BXOAWT WMH(OPMMUPOBAHUE CEMbU O PUCKE
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poXaeHns 60n1bHOro pebeHka B 6ygyLiem, 0 BOSMOX-

HOCTSIX MpeHaTasbHOW AMArHOCTUKK, npeaynpexja-

towiert poxzaeHne 60n1bHOro0 pebeHka.

* B Hawei cTpaHe 3HayeHMe MCMXOCOLMaNIbHON NOA-
AepXkn Accoymnaynm poanteneid XpOHUYeCcKn 60/b-
HbIX feTell 0CO6EeHHO BeNINKO, TaK Kak B YKpauHe WH-
CTUTYT coumManbHbliX pabOTHUKOB HaX04MTCS B CTaann
pasBuUTUA.

Bonpoc 0 nocew,eHn”n AETCKUX [OWKOMbHbIX Y4-
PeXEeHU 1 WKONbI pellaeTcs UHANBUAYANbHO, UCXOAS
N3 COCTOAHUA pebeHKa. BONbWIWHCTBO fgeTell MOryT
nocewiaTb LWWKOAY, HO Bpay, HabnwoaawoLWmii pebeHka, aon-
XXEH pewunTb BOMPOC 06 ONTUMANbHOM pexXume ee
noceweHns. B HeKOTOpbIX cnyyasax 601bHOMY pebeHKy
Heo6xo4MMO MpefocTaBUTb AOMOMIHUTENbHbLIA BbIXOA-
HOW [eHb WAN COKPaTUTb y4eOHbIN AeHb. [eTn ¢ T4-
XKeno npotekarownum 3a6oneBaHneM LOMKHbI 006yYaTbCs
Ha Aomy.

Mo Hawemy MHEHWUIO, B KBaIMMPULMUPOBAHHON Ncu-
XONOTNYECKOW NOMOLWM HYXAAKTCA MOLPOCTKU, CTpa-
jaloume Mykosucumposom. Hapsagy ¢ ncuxonormyec-
Kumu npobnemamm nogpoCTKOBOro Bo3pacTta, AOMON-
HUTENbHOW MCUXONOrMYECKON HArpy3Koi ansa 60MbHbIX
ABNAOTCA 3aflepXKa PU3MYecKoro n nybeptaTtHOro pas-
BUTWA (OCHOBHbIE CUMMTOMbI NPOABNEHNSA 60NE3HUN B 3TOM
BO3pacTe), a Tak)Xe 0CO3HaHue cyTun 3abosieBaHmA.

B ncuxonormyeckoim nomowm n MNoALepXKKe HyXAa-
I0TCA TaKXe CeMbM, B KOTOPbIX OT MYKOBMCLMAO3a NO-
rménm getn. Kpome npogheccnoHanbHom NCUXonornyeckoi
nMoMoLL K1, B 3TOM Cnyyae 0CO6EHHO BaxHa nopagepxka Ac-
coumaunm poguTenein XpoHNYeCKN 60NbHbIX AeTEN.

B cucteme okasaHums nomowm 601bHbIM MYKOBMUC-
LMA030M Ba)HOe MeCTO 3aHMMalT CeMeliHble Bpauu
WA yyacTKOBble neagnaTpbl. HegoCTaTOUYHbIA YPOBEHb
3HaHWIA UMEHHO Ha 3Tane MEepPBUYHON MeAULUHCKOWN
noMoLW KN ABNSETCA OCHOBHOW MPUYMHOW 3ano3f4anoi
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AVMAarHoCTUKN. AKTUBHOE HabnojeHue ¢ OLEHKON na-

pameTpoB (DM3NYECKOTO Pas3BuUTUA, KOPPEKLMNS AueTbl U

[03bl DEPMEHTHbIX NMpenapaTtos, NponnakTukKa 6poH-
X0-NTer04YHbIX 0OOCTPEHU M ambynaTOpHOEe fNeyeHune
ABNAKOTCA OCHOBHbIMW 3ajayvyamy MepBUYHOrO 3BEHA

MEAMLMHCKOW NOMOLWMKM B CUCTEME BefeHUs B0NbHbIX

MYKOBUCLMLO30M.

C 1990 r. Ha 6a3e Opecckoil 06n1acTHON [ETCKOM
KNMHWYECKO 60MbHMUbI cywecTByeT Pecny6nunkaHc-
KU LIeHTp NO NeYeHU0 U AMarHOCTUKe MYKOBUCLK-
fo3a. bonbHble MYKOBMCLMA030M HaxogsTcs Ha Auc-
naHcepHoMm yueTe B LieHTpe, OAHOBPEMEHHO HaxO0AACH
noj HabNAEHMEM Yy4acTKOBOIo Bpaya, 06/1acTHOTO WUmn
roOpoACKOro ny/fibMOHOMOTMYECKOT0O U MeLUKO-TeHe-
TWYECKOro LEeHTPOB.

OcHOBHbIMW 3afayvyamu LleHTpa aBnAlOTCA:

* AMarHoOCTUKa, NevyeHne N gucnaHcepHoe HabngeHme
60/IbHbIX MYKOBUCLWAO30M;

e OpraHu3auUuMoHHO-MeToAMYeCcKass paboTa, 06ydeHue
CTyfeHToB OfeccKoro rocyapCTBeHHOro MeauLuuH-
CKOro yHUBEpCUTETa, Bpayen n cpefHero meanLuH-
CKOro nepcoHana;

* 06y4yeHMe poanTenein, ncuxonormyeckas NoaLepxKa
cemeli, UMeLWnx aeTenr, cTpadaWux MYKOBUCLM-
[,030M;

* Hayu4Hble UccnefoBaHus, NOAFOTOBKA Hay4HbIX CTa-
Teil  MoHorpaguii Nno npobneme MyKOBUCLMA034;

* MeXAYHapo4HOe COTPYAHMYECTBO.



[MPANOXEHWUA

Mpuno>keHune 1

XapakTepucTnKa OCHOBHbIX
NEKAPCTBEHHbLIX MpPeraparos,
NMPMMEHAEMbIX AJ1A NNIEHEHUA
00/TbHbIX MYKOBUCLUNAO30M

A3AKTAM (AZAKTAM)®

Aztreonam

CocTtaB 1 thopma Bbinycka. AKTUBHOEe BELECTBO —
asTpeoHam. Cyxoe BewecTtso 0,5 1 1r BO hiakoHax.

dapmakonornyeckoe gectemne. OTHOCMTCS K Knaccy
MOHOOaKTaMHbIX aHTUOMOTUKOB. AKTUBEH Npeumylle-
CTBEHHO B OTHOLIEHUM rpamoTpuLaTenbHbiX adpobHbIX
MWUKpPOOPraHn3moB. He paspylwaerca MNeHUUUNNHa-
300. [eicTByeT 6aKTepuuMaHO.

Pexxum posmpoBaHuAa. pun cpegHeTs>Kenom Teye-
HUM MH(DEKUMOHHOTIO npouecca — 1—2 1 Kax/iable 8 —
12 4. Mpun TAHKENOM TeyeHUU — 2 T Kaxpgble 6—8 u,
MaKcuManbHas cyToyHas gosa — 8 r. [na CTpyWHOro u
BHYTPUBEHHOTO BBELEHMWA Npenapart pacTBOPAOT B 6 —
10 M1 BOAbI ANS MHBEKLWIA; BBOAAT B TeueHUe 3—b5 MUH.
Ona BHYTPMBEHHOIW KanenbHOlW MHMY3uuM 1 r npena-
paTa CHayana pasBoAsaT B 3 M/ BOAbl AN1A UHbEKLUWUN, 3a-
Tem B 50—100 Mn1 M30TOHMYECKOTo pacTeBopa xnopuga
HaTpuda. Jetam cTapwe 1Hef npenapar HasHa4yawT Mo
30 mr/kr kaxpgble 6 —8 4; feTam cTapwe 2 net —no 50
MT/Kr Kaxgble 6—8 4. BoNbHbIM C BbIpaXXEHHbIM Ha-
pyWweHnemMm PYHKUMN MOoYeK (KIMPEHC KpeaTUHWHa —
ot 10 go 30 MA/MWUH) Ha3Ha4vyarT NONOBUHY OT CpefHeN
pPa3oBOi A03bl.
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Mo6ouHoOe peiicTBME. BO3MOXHbI KOXHas CbiMb,
MHOXeCTBeHHas apuTema, neTexuu, KpanmeHuua, 3o3u-
HO(UNNA, N3MEHEHME COAepXKaHUA TpOM6OLUTOB, aHe-
MUSA, HEWTPOMEHUA; MOBblLEHNE AKTUBHOCTWM TpaHC-
aMuHas 1 LWenoYvHol ocdartasbl; Anapes, TOLIHOTA, PBOTA,
CTOMaTUT, N3MeHeHue BKyca. [1pn BHYTPUBEHHOM BBE-
JeHnun — pnebuT, TpomMb60(hIeouT. B pegknx caydasx
OTMEYEHO pa3BuTMe KaHAMA03a, CyAopor, gunionun, bec-
COHHWULbI, TONIOBOKPYXXEHNSA; HabyXaHMe MOMOYHbIX Xe-
nes.

MpoTrBONOKasaHus. BoipaxeHHble HapyLeHns PyH-
KUMKW no4vek (KNnpeHc KpeaTUHUHA — MeHee 10 MA/MUH);
BblpaXXeHHbIE HapyLleHNs PYHKUMUN NeyYeHWU; MOoBbILIEH-
Has YyBCTBUTENbLHOCTb K npenapary.

ASAOUNANNH (AZLOCILLIN)®

CEKYPOIEH (SECUROPEN)®

Azlocillin

CocTaB 1 (popMa Bbinycka. AKTUBHOe BeLleCTBO —
asnounnnmMHa Hatpuesas cosib. Cyxoe BelLecTBO A4
BHYTPUMbILEeYHOro BeegeHns 0,5, 1m 2 r BO hnakoHax.
Cyxoe Bel,ecTBO 414 BHYTPUBEHHOro BBejeHua 4, 5 un
10 r BO (piakoHax.

dapmakonornyeckoe gencrsmve. AHTUONOTUK LWIN-
POKOro CrekTpa [eicTBus W3 Tpynmnbl MNONYCUHTETHU-
yeckux neHuumnnmHos. OKa3sbiBaeT GakTepuumnpHoe
[eiCcTBMe B OTHOLIEHWUM TPammnonoXMUTeNIbHbIX U rpa-
MOTpULaTEeNIbHbIX a3p06HbIX M aHa3POOHbLIX MUKPO-
0praHnM3mMoB. BbICOKO ap(peKTVBEH B OTHOLIEHUWN CU-
HErHoMHOM Nanoyku, BKIKYasA LUTaMMbl, PE3UCTEHTHbIE
K KapbeHuuunnnuHy u ammHornukosmpam. Paspyua-
eTca (3-nakramasamu.

Pexxum posvposaHua. Mpu cpefHeTaXenom Tteye-
HUN MHMEKLUWOHHOIO npolecca CyToyHas fosa [AnA
B3POC/AbIX W AeTel cTapwe 14 neT cocTaBnsieT 8 r; Kpar-
HOCTb BHYTPUMbILLIEYHOTO UIN BHYTPUBEHHOrO BBefe-
HUS — 4 pasa. [pu THKeNOM TeYeHUU WHPEKLUOH-

10- 7173
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HOro npouecca CyToyHas 403a MOXeT ObITb YBe/MyeHa
80 15—20 r. HOBOpPOXAEHHbIM B BO3pacTe A0 7 AHeM
HasHayaloT no 100 mr/kr 2 pasa B CYTKW; HOBOPOX-
JeHHbIM OT 7 gHeir no 1 mec n getam ao 1roga — no
100 mr/kr 3 pa3a B CyTKuW; B Bo3pacTe oT 1roga go 14 net
— no 75 Mr/kr 3 pasa B CYTKW. 3HayeHuMa KaupeHca
KpeaTUHUHA HUXKe 30 MI/MUH TPpebYyT KOppeKLmnn pe-
XnmMa A03MpoBaHMa asfouunnHa.

Mo6oyHoe feiicTBue. Annepruyeckune peakumm —
KpanueHuUa, 3putema, oteKk KBUHKE, PUHUT, KOHbLIOK-
TUBWUT, 303MHOPUNINA; KpaliHe pefAKO — aHaluNakTu-
YeCKUI WOK. BO3MOXHbI TOWHOTA, pBOTa, AUapes, Me-
TEOpM3M, HapylweHue BKyca W 060HAHMA. Mpu anu-
TENbHOM Ha3Ha4YeHWW npenaparta B BbICOKMX J03aX BO3-
MOXHbI NeNKONEHUS, YAMHEHNE BPEMEHUN KPOBOTEYEHNS,
MOBbIWEHNE aKTUBHOCTM TpaHCcaMWHa3, HapylleHue
(MYHKUWW MoYek, pa3sBuTuMe KaHauposa. B pegkux cny-
yaax — (nedbuT N 3puTEMa B MeCTe BBefeHUs.

MpoTneBonokasaHNA. TMNepYyBCTBUTENLHOCTb K Me-
HULWUNINHAM.

AMBPOKCOJT (AMBROXOL)®
AMBPOBEHE (AMBROBENE)®

Ambroxol
CocTtaB 1 hopma BbInycka. AKTUBHOE BeLWeCTBO —
ambpokcona rugpoxnopug. Tabnetkm — 30 mr. Kan-

Cynbl petaps — 75 mr. PacTesop And NpUMEHEHUS per oS
@ mn — 75 wmr). Cupon (5 mn — 15 Mr) Bo (pnakoHax.
PacTBOp A4Nna nHranauuMoHHoro seegeHuns (1mn —7,5Mmr).
PacTBop gns mHbekunii (L mn — 7,5 Mr) B amnynax.
dapmakonoruvyeckoe geiicteue. Ob6nagaet cekpe-
TOMOTOPHbIM U CEKPETO/NIUTUYECKUM [eliCTBMEM; CTU-
MY/NMPYET Cepo3Hble KNETKWU >Xefe3 CAn3ncTtoin 060-
NOYKM BPOHXOB, YBENMYMBaA COAEpXaHue CAU3NCTOro
cekperta v Takum o0b6pa3oM M3MEHSET HapylleHHOe COo-
OTHOLIEHWEe CEepPO3HOro M CAU3UCTOrO0 KOMMOHEHTOB
MOKpPOTbl. O4HOBPEMEHHO aKTWUBMU3UPYIOTCHA TUAPONN-
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TUYECKMe (EepPMEHTbl U YCU/IMBAETCH BbICBOOOXAEHME
NN30COM M3 KNeToK Knapka — TeM cambIM CHUXXaeTca
BA3KOCTb MOKpPOTbI. KpoMme TOro, npenapart ycunumsaet
ABMXXEHNe pecHUYeK mepuaTesibHOro 3NUTENUs, ynyu-
Wwas MYKOUMNNMApHbIA KAnpeHc. AMOPOKCON TakxXe
cTUMynupyeT ob6pa3oBaHue cypdakTaHTa U ob6nagaet
He3HauYMTebHbIM MPOTUBOKALL/EBbLIM [LEeACTBUEM.

Pexxum gosnpoBaHus. TabneTkn: 06bl4HasA CyTOYHas
[o3a ana B3pocnbix — 60 mr. HazHavatoT no 1TtabneTke
2 pasa B fleHb; Npu HeobxoaMMocTK 3 pasa B fjeHb C NuLLen,
3anvBas HebONIbLIMM KONIMYECTBOM XMWAKOCTW. PeTtapg
Kancynol HasHayaloT no 1B geHb yTpom. PacTBop Ha-
3HayalT no 4 M 3 pasa B CYTKN B TEYEHUE MEPBLIX 2 —
3 fHel, 3aTeM no 2 Ma 3 pasa B CyTKW. PacTBop Ans UH-
ransuunin B3pocibiM 1 LeTAM cTaplie 5 et HazHavalT B
fosze 2 —3 mnno 1 — 2 nHranauun B deHb. [penapar
MOXXHO BBOAWTb BHYTPUMbILLIEYHO, BHYTPUBEHHO WK
NOAKOXHO B3pocnbiM No 1amnyne (Npy Heo6Xo4UMOCTHU
no 2 amnynbl) 2 — 3 pasa B [ieHb.

[OeTam 00bIYHO Ha3HayalT per 0s cupon. Makcu-
ManbHasd cyToyHas fgo3a coctaBnser 10 mr/kr. lMpe-
napat MOXHO NPUMEHATb B BUAE A/IUTENIbHON BHYTPU-
BEHHOI KanenbHON MHDY3nWN.

Mobo4yHoe felicTBMe. Annepruyeckre peakunum B Buae
KOXXHOM CbINW, KPanuBHULbI, aHTMOHEBPOTUYECKOT O OTe
Ka. Mpn JNMTENbHOM MPUMEHEHUU BbLICOKMX [03 npe
napata — 60/1b B Hag4peBHOM 061acTu, TOWHOTA, pPBOTA.

MpoTmMBonoKasaHuA. MepBblii TpumecTp GepemeH
HOCTK, A3BeHHaa 60Me3Hb XenyAKa u gBeHaauartunep
CTHOW KMWLIKW, NOBbIEeHHasA YyBCTBUTENbHOCTb K Mpe-
napary.

AMUWKALUVH (AMIKACIN)®

AMUNKNH (AMIKIN)®

Amikacin

CocTtaB U (hopma BbiNycKa. AKTUBHOE BeLLeCTBO —
amuKaumHa cynbat. PactBop Ang uHvekuuin (L mn -

10*
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0,05, 0,25 1 0,5 r) B amnynax unu gpnakoHax. Cyxoe Be-
WecTBo Ans MHbekumii 0,1 n 0,5 r Bo (hnakoHax.

dapmakonornyeckoe gencrteue. MonycuHTeTUYEC-
KWW aHTUOMOTUK LWKNPOKOro CnekTpa AenNcTBUA W3
rpynnbl aMUHOTrNMKO3nM4oB. [LelicTByeT 6akTepuuunp-
HO. BbICOKO3(h(eKTMBEH B OTHOLIEHWN pAfa rpamoT-
puuaTenbHbIX MWUKPOOPraHW3MOB, B TOM YUCNE WU CU-
HErHOMHOM NanoykyM, a TakXXe HEKOTOpbIX rpamnono-
XWUTENbHbIX MUKPOOPraHM3MoB (CTa)UI0KOKKOB, B TOM
yucne U YyCTOMUYMBLIX K MEHULUANUHY, METULUNNINRY,
HEKOTOpPbIM LedanocnopmMHam), HEKOTOPbIX LWITaMMOB
CTPEeNnTOKOKKOB. BbIBOAUTCA B OCHOBHOM MOYKamu, CO-
3[aBas BbICOKME KOHLeHTpauum B Moue.

Pexnm posnpoBaHuA. BO3MOXXHO BHYTpPUMBILLEY-
HOe W BHYTpMBEHHOe BBefdeHWe. Mpn MHPEKUNOHHO-
BOCMa/IMTENbHbIX Mpoueccax CpefHeil CTeneHu TsxXe-
CTW CyTO4YHas [03a 419 B3pOC/bIX W AeTel cocTaBnseT
10 mr/Kr maccol Tena; KpatHoctTb — 2 — 3 pasa B
CYTKU. HOBOPOXJEHHbIM N HEJOHOLWEHHbIM LETAM Ha-
3HayalT B HavyanbHOM fo3e — 10 MI/Kr, 3aTeM Kaxfble
12 4y BBOAAT MO 7,5 Mr/Kr. Mpu MHDeKUMAX, BbI3BAHHbIX
CUHErHOMHON NanoykoW, amumKauWH HaszHayawT B Cy-
TOYHOW fo3e 15 mr/kr B 3 npuema. MakcumansHas npo-
LOMMKNTENbHOCTb Kypca JlIeYeHUA He [0J/KHAa MpeBbl-
watb 10 gHel. BONbHLIM C HapylWeHUEM BblAeNUTeNb-
HOM (PYHKLMM Mo4vek TpebyeTcs KOpPpeKkuma pexumma
[03POBAaHNA B 3aBUCUMOCTM OT 3HaAYeHWI KNupeHca
KpeaTUHMHa.

Mo6ouHOe aeincTBME. BO3MOXHbI MOBbILLIEHNE YPOBHS
TpaHcaMuHa3 1 6unupybuHa B KpPOBW; annepruyeckue
peakuun (KOXHas Cbinb, 3yA, MUXopajKa, peiKo — OTekK
KBWHKe); M3MeHEHMe KapTUHbI Nepugepnyeckoit Kposu
(aHemus, neikoneHns, rpaHynoLuTONeHns, TpomoboLm-
TOMEeHWUA); TOWHOTA, PBOTA, r0SI0BHAA 60/1b, COH/INBOCTb.
HedpoTokcnyeckoe gericteue (OT 1erkux NposiBIeHNn —
0NUrypusa, NPoTEeNHYypusd, MUKporematypus — [0 T4H-
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XenblX — noyeyHas HeAOCTATOYHOCTb); OTOTOKCU-
yeckoe (OT CHMXeHMa cliyxa U BeCTMOYNApPHbLIX pac-
CTPOMCTB A0 HEOOPaTUMOro CHUXeHMs cnyxa). O4yeHb
pefjKO — HapylleHWe HEPBHO-MbILWEYHOW NpPOBO-
AVMOCTHN.

MpoTnBonokasaHuA. lMoBblIWEeHHAA YYBCTBUTE/ib-
HOCTb K aMWHOTMKO3MAaM, HEBPUT CNYXOBOr0O Hepsa,
TAXENble HAPYLEHNA PYHKLUWN MOYeK, 6EPEMEHHOCTb.

AYITMEHTVH (AUGMENTIN)®

Amoxicillin

CocTaB 1 popmMa BbiNyckKa. AKTUBHOE BelLecTBO —
aMOKCULMNNWH, NOTEHLWPOBaHHbLIN KnaBynaHaTOM.
Tabnetkm — 0,375 r (0,25 r amokcuumnnunual/0,125 r
KnaBynaHoBol Kucnotbl). Tabnetkm — 0,625 r (0,5 r
amokcumumnnmHal/0,125 r knaBynaHoBOn Kucnotbl). Cu-
pon BO (nakoHax (5mn cogepxut 0,156 I amoOKCK-
unnnnHal/0,03125 r knaBynaHoBO# KucnoTbl). Per os
NMPUMEHSAIOT aMOKCULMWUNNWHA TPUTMApat U KalueByto
COJIb KNaBy/laHOBOMN KWUCNOThI.

Mopowok ansg MHbekunin — 0,6 r (0,5 r amokcu-
umnnmHal0, 1 r KnaBynaHoBon kucnotol) u 121 (L r
amokcuuunnunHal/0,2 r kKnaBynaHoBoOl KUCNOTbI) BO (hna-
KOHax. BHYTpMBEHHO NPUMEHAKT aMOKCULMUNNNHA Ha-
TPUEBYIO COMb U KaJMeBYK COJIb KNaBy/laHOBOW KuC-
notbl. Kaxabll hnakoH 1,2 1 cofepXUT Npuban3nTensHo
1 MMO/Ib Kanua n 3,2 MMONb HaTpuS.

dapmakonormyeckoe fencresme. AHTUOUOTUK LWK-
POKOro crnekTpa fgenctema. [elicTByeT 6GakTepuocTa-
TUYECKM B OTHOLIEHUW TPaAMMONOXMUTENbHbIX W rpa-
MOTPULATENIbHbIX MUKPOOPraHM3mMoB, BK/tOYasf LWTam-
Mbl npoayuupyrowme P-naktamasy. Y CTOWYMBOCTb K
pjeictBuio P-naktamasbl o6ecneuymBaeTcs K/aBy/aHo-
BOI KMCNOTOWM, BXOAALLE B COCTaB npenapara.

Pexxum posnmposaHuda. BspocnbiMm 1 getam craplie
12 neT nNpu CpefHeTAXENIOM TEYEHUN UHPEKLNOHHOI0
npouecca HaszHayatT no 1Tabnetke (0,375 1) 3 pasa B
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CYTKMW. TIpn TAXeNoM TeYyeHU”U MHPEeKLUOHHOro npo-
Lecca pasosas gosa coctasnser 1 (0,625 ) nnm 2 1a6-
netkn (0,325 r); KpaTHOCTb Ha3HauyeHus —3 pasa B CyT-
K. BO3MOXHO TakXe BHYTPWBEHHOE BBefleHUe npe-
napata B go3e 12 r kaxpAable 6 — 8 4. Makcumans-
Hafd pasoBaf fos3a cocrtaBnfer 1,2 r, MakCMMasbHO
jonyctumas CyTo4yHas f[03a Npu BHYTPUBEHHOM BBe-
JeHnn — 7.2 T.

[etam B BO3pacTe maagwe 12 net HasHayawT npe-
napar B Bue cupona. Pasosas fo3a cocTaBnfer: B 7 —
12 netr —10mn; B2 —7 net —5 mn (0,156 r Ha 5 mn);
oT 9 mec, fo 2 netr —2,5 mn (0,156 r Ha 5 mn). KpaTHOCTb
HasHayeHus — 3 pasa B CyTKU. BHyTpuBeHHasa pasoBsas
po3a ans getein ot 3 mec go 12 net — 30 Mr/Kr.

Mobo4Hoe geincTBUE. PeAKO — ANCMENCKS, TOLLIHOTA,
pBOTa, AMapes; onucaHbl OTAe/NbHbIEe CNyYan HapyLleHns
(PYHKLUMWN neyeHn, pas3BuTUA remnatmrta, XonecrtaTtunyec-
KOW XenTyxu. MmewTcs efWHUYHble COO6LLeHUS O
pasBMTUN NCEBAOMEMOPAHO3HOM0 KOMUTA.

Peiko — annepruyeckue © MMMYyHOMaTtosiornyec-
Kune peakuuu B BUAe KpanueHULbl, oTeka KBMHKE, 0UYEHb
pefKo — aHaUNaKTMYeCcKOoro LWoKa.

B03MOXHbI KaHAWAO3 U ApYyrue cynepuH@ekunn; B
OTAEeNIbHbIX Clyyasax — pa3BuTtue pnebuta B MeCTe NHb-
eKkumn.

MpoTtnBonokasaHuA. [0BbIWEHHAA YYBCTBUTESb-
HOCTb K KOMMOHEHTaM npenapara.

AUETUWIUNCTENH (ACETYLCYSTEIN)®

Acetylcystein

CocTtaB 1 popma BblNycka. AKTUBHOe BeL,ecTBO —
aueTunUnCTenH. paHynaT Ang NpUroToBieHNs pacTBo-
pa ang npuema per os 3 T B MaKeTUKax (C cofepxaHuem
akTmeHoro seuwiectsa 0,1 r). MpaHynatr no 5 r B yna-
KOBKe (C cofepXaHueMm akTuBHOro sewectsa 0,2 r).

dapmakonornyeckoe fencreme. MyKoONMTUYeCKoe
CpefcTBO. Pa3uxaeT MOKPOTY, yBennynBsaeT ee 06beM,
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obneryaeTt BblgeneHne, cnoco6CTBYeT OTXapKMBaHUIO.
[encTBne npenapata CBA3aHO CO CNOCOBHOCTbK €ro
CYNbrugpunbHbiX rpynn paspbiBaTb AUCYNbPUAHbIE
CBSA3M KUC/bIX MYKOMOAncaxapngoB MOKpPOTbI, YTO Npu-
BOAUT K fenonspusauuy MyKONnpoTEULOB U YMEHbLIE-
HUIO BA3KOCTWU cnu3u. lMpenapaT coxpaHAeT aKTUB-
HOCTb MPW HaNU4YUN THONHOW MOKPOTHI.

Pexxum posuvpoBaHuda. [los3a npenaparta nogbupa-
eTca MHamBmAyanoHo. fetam oT 2 fo 6 neT HasHayawT
no 200 mr 2 pasa B feHb nan no 100 mr 3 pasa B feHb B
BMAE BOLOPaACTBOPUMOrO rpaHynata; mnagwe 2 netr —
no 100 mr 2 pasa B feHb; OT 6 40 14 neT v B3pOCNbIM —
no 200 mr 3 pasa B [€eHb.

Mo6o4yHoe pfeincTBme. Pegko — TOWHOTA, pPBOTA,
owyleHne nepenosiHEHUA Xenyjaka, HOCOBble KPOBO-
TeyeHusa, Wym B ywax. KpailHe peako — wm3xora, guc-
nerncua. MNpu aspo3onbHON Tepanum — pedrekTop-
HbI Kallenb, MeCTHOe pa3jpaXeHue fbixaTelbHbIX My-
Teil; pegKo — cToMaTuT.

MpoTuBONoOKasaHUA. A3BeHHas 60/M1e3Hb XenyaKa u
ABEHaALaTUNEpPCTHON KUWKW B CTaguym o6oCTpeHus;
KPOBOXapKaHbe; IErO4YHOEe KPOBOTeUeHMe; 6epeMeHHOCTb;
MOBbILIEHHAsA YyBCTBUTENIbHOCTb K npenapary.

Ocobble yKazaHUs. AHTUONOTUKN MEHULUITIMHOBOWA,
ueganocnopuMHOBOMW N TeTPaUMKAMHOBOW rpynn che-
AyeT NMpuUHUMaTb He paHee, 4Yem 4epe3 2 4 nocre aue-
TUALUCTENHA.

BAVWMEH (BAYPEN)®

Mezlocillin

CocTtaB 1 hopmMa BbiNycKa. AKTUBHOE BeLecTB0 —
mesnounnauH. Cyxoe BeW,ecTBO AN MHBbEKUWUWA BO
(hnakoHax no 0,5, 1,2, 10r; 1r 6aiineHa COOTBETCTBYET
1,074 r MOHOTMpaTa HaTPMUEBON CONN ME3NOLUNNINHA U
cogepxut 1,853 MM HaTpus.

dapmakonornyeckoe paeincteue. NonycuHtetTnyec-
KUA NEHWUWANUH W3 TPpynnbl YPeUnaoneHUUUNINHOB.
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O6nagaer WKNPOKUM CrekTpoM AenctBuda. OkasbiBaeT
b6aKkTepuuuaHoe AeicTBMEe Ha OOMbLWIMHCTBO rpamno-
NOXWUTENbHBLIX W rpaMoTpuuaTe/sibHbIX a3P06HBIX 1
aHaspoObHbIX MUKPOOPraHM3MOB. BbICOKO aKTUBEH B OT-
HOLIEHUN CUHETHOWHOW Nanoykuy, BKIOYasa WTaMMbl, pe-
3UCTEHTHble K KapObeHULUNNNHY U aMUHOTINKO3WaM.

Pexxnm fosmpoBaHuA. [etam ctapwe 14 net n B3poc-
NbIM 06bIYHO HasHauvalT 80—150 Mr/kr B cyTKu. Kpat-
HOCTb nNpuemMa — 2—3 pasa B CyTku. [pn Heobxoau-
MOCTW 03y MOXHO yBennunTb 0 200—300 MT/Kr B CYTKM.
HOBOPOXAEHHBIM C Maccoil Tena MeHee 3 Kr ¥ HefOHO-
LWeHHbIM feTAM GaiineH HazHavalT Mo 75 Mr/Kr 2 pasa B
CYTKW. HOBOPOXEHHbIM C Maccoi Tena 60nblue 3 Kr, a
TakXe feTam Jo 14 neT —no 75 Mr/kr 3 pas3a B CyTKW.

Y feTeil ¢ BblpaXXEHHOW MOYe4yHOW HefocTaToOvyHOC-
TblO CefyeT NMPUMEHATb He 60/1ee NONOBUHbI 0ObIYHOM
CYTOYHOM [03bl 6GaiineHa. MNpu conyTCcTBYHOLWeEM Ha-
PYWeHUN (YHKLUN MEYEeHN YKasaHHble [03bl creayeT
ewe pas CHU3UTH.

Mob6o4YHOE fAeiicTBME. Co CTOPOHLI MUl EBapUT eNb-
HOro TpakTa: WHOTA4a BO3HUKAKOT TOWHOTA, pBOTA, Me-
Teopusm, gnapes, 06bIYHO KcYe3aroLaa B Xo4e fevyeHuns
UM nocne OTMEeHbI npenapara.

AnneprmquKme M MMMyHONaTONOINM4YECKNE peakuumm:
MHOrAa pa3BnBaloTCA B BUAE 3K3aHTEeMbI, 3yfa KOXu. MNpu
KpanuBHULE, KOTOpas ABMIAETCA NPOABNEHNEM pPeaKLum
HeMeA/IeHHOro Tuna Ha NeHWUunnuH, 6anneH Heo6xo-
OVMO OTMEHUTb. PefKO OTMeyalTCs MeAMKAMEHTO3-
Has NMXopasKa, oOCTPbIA MHTEPCTULMANbHBIA HEPPUT UK
BACKY/IUT, B OTAE/bHbIX C/lyYasgX —aHaunakTuyeckuii
LLIOK.

Co CTOpPOHbLI OpraHoB KposeTBOpeHUs: B OTAE/IbHbIX
Cnyyasx MOXeT BO3HUKaTb NeiKoneHWs BNIOTb A0 ar-
paHynounTo3a, aHeMus, TPOMOOLMTOMNEHNS.

Co cTopoHbl LULHC: MpWn BBeAEHUN NMOBbILLEHHbIX [03
6alineHa, 0COGEHHO Yy 60/MbHbIX C HapyWeHNneM (PYHK-
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UMM NOYeK U MeyeHW, MOXET BO3HWKHYTb COCTOAHUE
BO36YX/JEHNSA KaK ClefCTBMe BbICOKOW KOHLEHTpauuu
npenapaTta B CMWHHOMO3rOBOMW XWAKOCTU, NPOABNALO-
L eeca MUOK/IOHWUER, cyLoporamu.

Co CTOpPOHbI OpPraHOB YyBCTB: HapyLUEHWA BKycCa U
060HAHNA, KOTOPbIX MOXHO M36exatb npu cobnwoge-
HUN CKOPOCTW BBeAEHMS TOTOBOro pacTtBopa npena-
paTa 0K0No 5 MA/MUH.

MecTHble peakummn: pegko — 60/e3HEHHOCTb WU
TPOM60(NEe6UT B MECTE MHBEKLMNN.

NMpoTnBonokas’aHnda. [oBbIWeHHadA YYBCTBUTESb-
HOCTb K MEHULUNNNHY.

Ocobble yKaszaHus. Ha oHe npuMeHeHUs GaineHa
BO3MOXHbl JIOXHOMOJIOXUTENbHbIE pe3ynbTaTbl Npu
NpoBeAEHNUN HUHTUAPWUHOBON NPobbLI, HE(hepMeHTaTUB-
HOW peakumu caxapa Kposu, npobbl Kymb6ca, a Takxe
peakuunii, CBUAETENbCTBYHOLWNX 06 ypOBHe ypoouan-
HOreHa W npoTeumHypuun. Mpu HasHavyeHun GaineHa
60/IbHbIM C TAXENbIMU BOLHO-3/1EKTPO/IMTHBIMU Ha-
pPyLIEeHUAMMN HEO6XOAMMO YyUUTbIBaTb COAEpPXaHue Ha-
TpuAa B npenapare.

BEPYNTAMNUMH (BRULAMYCIN) ®

Tobramycin

CoctaB 1 (hopma BblMycka. AKTMBHOE BeLLeCTBO —
To6pamuumHa cynbat. PactBop And MHbekuuii 1 mn
n2wmn (L mn —0,01 r unm 0,04 r aKTUBHOTO BelLecTBa) B
amnynax.

dapmakonormyeckoe fencTeme. AHTUOMOTUK LWK-
POKOro crekTpa AelicTBUA U3 rpynnbl aMUHOTINKO3U-
foB. [leiicTByeT 6aKTepuuMAHO. BbICOKO aKTUBEH B OT-
HOLLIEHUW rpaMmoTpuLaTeslbHbIX MUKPOOPraHU3MOoB, B TOM
4yucne U CUHErHOWHOW Manoyku, a TakXKe HEeKOTOPbIX
rpamnonoXmnTeNbHbIX MUKPOOPraHW3MOB.

Pexxum posnposaHunda. lpenapat BBOAAT BHYTpPU-
MbILIEYHO WAN BHYTPUBEHHO KanenbHO (4N BHYTpWU-
BEHHOM MH(Y3MKN pa3oBYyO 03y Npenapara pasBoAAT B
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100 —200 mn M30TOHMYECKOro pacTBOpa HaTpua XJo-
puga nnm 5 % pacteope rnoko3sbl). CyTouHas gosa co-
ctaBnsaeT 4 —5 Mr/Kr, KpaTHOCTb BBefeHNa — 3 pa3a B
CYTKW. TMpPOLO/IKUTENBLHOCTL Kypca /le4eHUa 06bIYHO
coctaBnset 10 gHel, NpuM HEO6XOAMMOCTM OHA MOXET
ObITb yBeNMYeHa 40 3—6 Heq.

Mo6o4yHOe felicTBUE. Co cTOpPOHL noyek: MOBbI-
leHWe YpPOBHEW KpeaTMHWHA M OCTAaTOYHOrO asoTa B
CbIBOPOTKE KPOBW, ONUTYPUA, LUAUHAPYPUSA, NPOTENHY-
pus (06bIMHO BO3HMKAET y OGOMIbHbIX C HapyLlleHnem
DYHKLNU NoYek).

OToTOKCMYECKMEe NposABneHusa: BECTUOYNAPHbIe pac-
CTPOICTBa, HapyLWeHUsa cayxa 00bIYHO BO3HUKAKOT Mpu
npueme BbICOKUX 403 npenaparta UM npu ANuTesbHOM
ero NpuUMeHeHuu.

Co CTOPOHbBI MU eBapnMTENbHOI0O TpakKTa U Neye-
HU: TOWHOTA, PBOTA, U3MEHEHNE PYHKLMOHA/IbHbIX NPO6
neyeHu.

AnneprmquKme N MMMYyHONaATONOIMYECKNE peakUunn:
CbIMb, KpanueHuLa.

CO CTOpPOHbLI OpPraHoB KpoBeT BOpeHWs: aHEMUSA, Neii-
KONeHusa, TPOMOOLUTONEHUS.

Mpoumne: BO3MOXHbl r0f10BHaA 60/b, BANOCTb, MXO-
pagka.

MpoTnBonokasaHuA. lMoBbILWEHHAA YYBCTBUTE/Ib-
HOCTb K npenapary.

FTEEHTAMUUMH (GENTAMICIN) ®

Gentamicin

CocTtaB 1 (hopma Bbinycka. AKTUBHOE BeLLeCTBO —
reHTaMuumHa cynbgar. Cyxoe BeWecTBO A1 WHbEK-
uuii B amnynax. PactBop gns MHbekuuin (Imn — 0,01,
0,02 n 0,04 r) B amnynax.

dapmakosiornyeckoe pgeictesue. baktepuunaHbii
aHTMOMOTMK LIMPOKOrO CreKTpa LEeNCTBUS U3 TPynnbl
aMWHOTIMKO3MA0B. BbICOKO aKTMBEH B OTHOLIEHUM
WTAaMMOB CTaMUIOKOKKOB, YCTONUYMUBbLIX K NEHULWUNNN-
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HamMm W OPYrMM aHTUOMOTUKAM; MHOTMX rpamMoTpuua-
TeNbHbIX MWKPOOPraHM3MOB, BKIOYaA CUHErHOWHYIO
nanoyky.

Pexxum posnposaHud. MNpenapaT BBOAAT BHYTPUMbI-
LWEeYHO WU BHYTPUBEHHO B CYTOYHOW A03e 5—7 MTI/KT.
| [eLOHOLWEHHBIM Y HOBOPOXAEHHBIM LETAM Ha3HavalT
B CYTOUYHOI A03e 6 MI/KF, KpaTHOCTb BBeAeHMS —2 pa3a
B CYTKM.

Mob6ouHoe aelcTBUE. BO3MOXHbI MOBbILLIEHNE KOH-
LeHTpaumMn TpaHcamMuHasbl 6unmpybmHa KpoBu; an-
nepruyeckue peakuum (KoxHas Cbifb, 3y4, NUX0pajKa,
peAko — oTeK KBWHKe); W3MEHEHUSA KapTUHbl Mnepu-
(hepnyeckol KpoBu (aHemus, NeiiKONeHUs, rpaHynoum-
TOMEeHUs, TPOMOOLMTOMNEHUSA); TOWHOTA, PBOTA, COHJIU-
BOCTb. HE(PPOTOKCMYHOCTb — OT JIETKUX CUMNTOMOB
(onurypus, NpoTeMHypus, MUKporematypus) LO Taxe-
NblX NPOABMIEHWIA (No4YeyHas HeLOCTATOYHOCTb); OTO-
TOKCUYHOCTb — OT NIerKUX MNpPOSABNEHUN (CHUXEeHUe
cnyxa, BeCTUbYnapHble pacCTPONCTBA) 4O TSHKENbIX Ha-
pyweHun (Heobpatumasa rnyxota). OyeHb pefKO Ha-
pylWeHNe HEePBHO-MbILIEYHOW MNPOBOAUMOCTM.

MpoTnBonoka3aHusa. lMoOBbIWEHHaA YYBCTBUTENb-
HOCTb K aMWHOIMKO3NAaM, HEBPUT CNYXOBOrO Hepsa,
TAXenas novyeyHas HeJoOCTaTOYHOCTb, 6epPeMEHHOCTb.

SNHHAT (ZINNAT) ®

Cefuroxime

CocTtaB 1 (hopma Bblnycka. AKTUBHOe BellecTBO —
uegpypokcum akcetun. Tabnetkm 0,125, 0,25, 0,5 r. INpa-
HYNbl NS NPUTOTOB/IEHUSA CYCNEH3UN.

dapmakonormvyeckoe peiicteue. LiedanocnopuHo-
Bbli aHTMOMOTUK Il mokoneHusa. LdeinctByetr 6akTepu-
LMAHO. YCTONYMB K feincTBMIO 6onbWKMHCTBA P-nak-
TaMa3. AKTMBEH B OTHOLWEHUN 6O0/bLINHCTBA rpammno-
NOXWUTENbHbIX N rPpamoTpuLaTeNbHbIX MUKPOOPTaHU3MOB,
He aKTUBEH B OTHOLIEHUN CUHETHOWHOW MasioyuKu.
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Pexxnm posuposaHus. B3pocibim HasHadvaoT no 500 mr
2 pasa B CyTKW; geTam o 2 net — no 125 mr 2 pasa B
CYTKWN, 2—7 net — no 250 Mmr 2 pasa B CYTKW, CTapLue
7 net —no 500 mr 2 pasa B CyTKu.

Mobo4HOe AeicTBUE.

Annepruyeckue peakuun: cbifb, 3yf, KpanueBHuULa, Nn-
XopagKa, KpailHe pegKo —aHauIakTUYeCKUin LWOoK.

Co CTOpPOHbI NNLLEBAPUTENBHOIO TPaKTa: TOWHOTA,
peoTa, Amapes. OnucaHbl cnyyanm ncesgomMembpaHo3-
HOro Ko/uTa.

Co CTOpPOHbLI OpraHoOB KPOBETBOPEHUSA: aHEMUSA, 303U-
HOMAMA, NeMKONEHNS, HEMTPONEHNS.

M3meHeHna nabopaToOpHbIX MOKasaTenen: TpaH-
3UTOPHOE MOBbIWEHNe YPOBHSA TpaHcamuHas, 6unu-
pybuHa.

MpoTtnBonokasaHuA. [0BbILEHHAA YYBCTBUTESIb-
HacTb K npenaparamM LeganoCnopuHOBOro psaja.

KPEOH (KREON) ®

Pancreatin

CoctaB u (hopma Bbinycka. 1 Kancyna COAepXuT
naHkpeaTtuHa 0,3 r (nmnasel 8000 ME, amunassl 9000 ME,
npoteasbl 450 ME).

dapmakonornyeckoe aeicteune. lMaHkKpeaTuyeckue
(hepMeHTbl, BXOAALWME B COCTaB npenapara, obecneuu-
BalOT nepeBapuBaHune XnUpos, 6e1KOB 1 yrieBofos, Cno-
CcO6CTBYS UX BCACbIBAaHWKO B TOHKUX KULLKaX.

Pexxum po3vpoBaHuA. HavanbHad CcyTo4yHas fo3a
Ana 00MbHBIX C MaHKpeaTM4yeckol HefOCTaTOYHOCTbLHO
cocTtasnsfetr 4000 —5000 ME akTuMBHOCTM fmMnasbl/Kr.
Mpn HeobXoAMMOCTU [03a MOXeT 6bITb yBe/nYeHa Ao
8000—10 000 ME akTuBHOCTU NiMnasbl/Kr B CYTKMW.

MobouHoe peicTBMe. pu cyTO4YHOI A03e npena-
pata Bbiwe 10 OOOME aKTMBHOCTM Numnasbl/Kr BO3-
MOXHO pasBuTue (GunobposnpytolLeil KooHoNaTuu.

MpoTrBOonoka3aHNa. K OCHOBHbIM MPOTMBOMOKA-
3aHUAM OTHOCATCS OCTPbI MaHKPeaTuT U MOBbILWEH-
Haf YYBCTBUTE/NIbHOCTb K KOMMOHEHTAM npenapara.
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MEPOHEM (MERONEM) ®

Meropenem

CoctaB 1 ¢opma Bblnycka. JInopuan3npoBaHHbIi
MOpPOLWOK ANf MPUTOTOB/IEHUS PacTBOPOB A1 BHYTPU-
BEHHOI0 M BHYTPUMBILWIEYHOTO BBEAEHUSA, COLEPXUT
meponeHema 500 mr v 1.

dapmakonornyeckoe pgenicteue. MepoHem — (3
NakTaMHbIA aHTUOUOTUK LUMPOKOrO CMeKTpa AeincTBus
c 6akTepnunaHbiM 3 peKToM. BbICOKO aKTUBEH B OT-
HOLIEHUN TPAMMONOXUTENbHBIX N rpaMoTpULaTeNbHbIX
MUKPOOPraH1M3mMoB, BK/1H0HYAA CUHETHOMHYO ManoukKy.

CyTouyHas posa npenaparta cocTtaBnset 50 Mr/kr
(MakcmmManbHas CyToYHasa f[03a He [O/KHA npesbilwaTb
4r1). KpatHoCTb BBefleHUs —3—4 pasa B cyTku. Mak-
cMManbHas CyTo4yHasd [03a Ans feTeil ¢ maccoi Tena
MeHee 40 Kr He [o/KHa npesbiWwaTth 2 T.

Mo6ouHoe feinctBme. Co CTOPOHbI NULLEBAPUT eb-
HOro TpakTa: TOWHOTa, PBOTA, Anaped. OnucaHbl cnyyamn
ncesgoMeMOpaHO3HOIo KONTA.

Co CTOpOHbI 0OpraHOB KPOBETBOPEHUA: 303MHOMU-
nunsa, NeNKoNneHWsa, HEMTPOMeHUA, BKKOYas arpaHynouu-
TO3, TPOMOGOLUTOMNEHUA WU TPOMOOLMTO3, aHEMUS.
OnucaHa npamas nosoxutenoHas npoba Kymb6cea.

Co CTOPOHbI NOYeK: ONUTYpUs, aHypus, ocTpas mno-
yeyHas HefOCTaTOYHOCTb. B megmaTtpmyeckoin npakTuke
OMucaHbl cly4yanm OKpalMBaHWUA MOYM B KPACHbIN LiBeT.

Mpoune: BO3MOXHO HapylleHWe BKYyca.

Mpu BHYTpMBEHHOM BBefeHUN npenapaTta. Co cToO-
poHbl LUHC: MMoKnoHMA, cCnyTaHHOCTb CO3HaHWA, cypo-
POXHbIA CUHLPOM.

MecTHble peakuuu: 60nb, Tpombo(pe6UT B MecTe
BBEAEHMUA npenapara.

MpoTnBonokasaHua. lMoOBbIWEHHaA 4YYBCTBUTENb-
HOCTb K KakKoMy-nmbo KOMMOHEHTY npenapara, K aH-
TMONOTMKAM NMEHNLUNNNHOBOIO N LLedanocnopmHOBOro
pALOB.
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TA30OUMH (TAZOCIN)®

CocTaB 1 (hopma BbiNycKa. AKTUBHbIe BelLecTBa —
nunepauunanH n tasobaktam. Cyxoe BeLlecTBO A4
MHBbEKUMIA BO (hnakoHax. Kaxpablil pnakoH copepXuT
45 T aKTUBHbIX BewecTs (4 r nunepauyunnnHa un 0,5 r
Tazobaktama) unu 2,25 r akKTUBHbLIX BewWecTs (2 r nu-
nepauunnuHa n 0,25 r tazobakrama).

dapmakonormnyeckoe geictene. KoM6MHNUPOBaHHbIN
aHTubakTepuanbHbll npenapat. CofepXuT nunepa-
UUNUH (MONYCUHTETUYECKUIA aHTUOMOTUK LUMPOKOTO
crnekTpa AencTeus) u TazobaktaM — UHrMouTop (3-nak-
Tama3. AKTVMBEH B OTHOLUEHWUM TPaAMMOMOXKUTENbHbBIX,
rpamMoTpuLaTe/ibHbIX a3p06HbLIX, B TOM YMC/IEe U CUHET-
HOMHOW Nasoykn, U rpamoTpuLaTelbHbIX aHa3IpPO6HbIX
MUKpoopraHusmos. lMpenapat akTUBEH B OTHOLIEHWU
WTAMMOB MWUKPOOPraHnM3mMoB, MPoAyuupyowmx (3-nak-
Tamasbl.

Pexxum gosnpoBaHund. MNpenapaTt BBOAAT BHYTPUMbI-
LWEeYHO UM BHYTPUBEHHO MeLNeHHO (B TevyeHue 30 MUH).
CyTou4Haa fo3a 414 B3pOCAbIX U geTel cTapwe 12 net
cocTtasnfeT 12 r nunepaynnnmHa n 1,5 r tazobaktama.

Mo6oyHoe pgerictBme. Co CTOPOHbLI NULLEBApPUTE/b-
HOr0 TpakKTa M NeyeHU: BO3MOXHbI TOLWHOTA, PBOTA,
Avapes; pe4ko — TPaH3UTOPHOE MOBbILWEHNE TpaHca-
MUHA3 1 LWenoYyHou ocdarasbl; B OTLENbHbLIX Cydasx
— pa3BuTMe TMceBLOMEMOPAHO3HOro KonuTa.

Annepruyeckue peakuum: BO3MOXHbI — 3yA, Kpa-
NMUBHULA, IpUTEMA.

Co CTOpOHbI OpraHOB KPOBETBOPEHUSA: aHeMus,
TPOMOOLUTONEHNSA, 303MHOPUINA.

MNMpoTmuBoNoKasaHWA. ANNeprua Ha MeHULUNInHLI,
LedanocnopuHsl.

TNEHAM (TIENAM) ®

CoctaB n (hopma Bblnycka. AKTUBHbIE BeWeCcTBa —
nMuneHem u umnactatuH Harpua. Cyxoe BellecTBO
AN BHYTPUMbILWIEYHBIX U BHYTPUBEHHbIX WHBEKLUN.
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TueHam 500 BO (hnakoHax no 0,5 r Ansa BHYTPUBEH-
HOrMO M BHYTPUMbILLIEYHOTO BBEAEHUSA.

dapmakoniornyeckoe pgenicteme. TueHam — KOM-
OMHUPOBaHHbLIN NpenapaT, COCTOALLMNIA N3 UMUNEHEMA U
umnactatuHa Hatpua. UmuneHem — (3-nakTamHbIi
aHTMOMOTUK LIMPOKOTrO CNeKTpa AeWCTBMA C OaKTepu-
UMAHBIM 3P MEKTOM.

LinnactaTuH HaTpus — cneuu@uyecknii MHIrM6MUTOpP
(hepmeHTa, OCYLLEeCTBAAKLEro MeTabonn3M MMUNeHe-
Ma B NoYKax, B pe3ynbTaTe 4yero 3HaumTe/lbHO NOBbILLIA-
eTCcAa KOHLUEeHTpauns Hem3MeHeHHOro UMUNeHeMa B mMo-
4eBbIBOAAWMUX MYTHAX.

BbICOKO aKTMBEH B OTHOLIEHWW TPaMMONIOXKUTENb-
HbIX U rpamoTpuLaTeNbHbIX MUKPOOPraHU3MOB, BK/IO-
4yas CUHErHOMWHYK Nanouky.

Pexxum po3upoBaHuAa. CyTouyHasa fo3a npenapara
coctasniget 50 Mr/Kr (MakcMmanbHas CyToyHasa 403a He
[LO/MKHa npesBbiwaTb 4 1). KpaTHOCTh BBegeHMa —3—4
pa3a B CyTKU. MakcuManbHas cyTouyHas fo3a ANd feTei
C Maccoil Tena meHee 40 Kr He JO/KHa npesbiWwaTh 2 T.

Mobo4YHOE [AeiiCcTBUE. Co CTOPOHLI NULLeBapUT eNb-
Horo TpakTa: TOWHOTA, pBOTa, Anapes. OnucaHbl cyyan
nceBaoOMeMOPaHO3HOI0 KonuTa.

CO CTOPOHbI OpPraHoB KpPoBeTBOpPeHMA: 303UHODU-
nuns, NeKONeHUs, HeMTPoneHWA, BKIOYasa arpaHynoum-
T03, TpOmMOOUMTONEHNUA UAM TPOMOOLMTO3, aHEMMUS.
OnucaHa npamas nonoXxuntenoHas npoba Kymobcea.

Co CTOpPOHbLI MoyeKk: ONIUTYPUA, aHypuda, ocTpas no-
YeyHas HefoOCTaTOYHOCTb. B nmegmatpuyeckoi npak-
TWKEe OnucaHbl Cnyyvyau OKpawMBaHUA MOYU B KPaCHbI
LiBET.

Mpoune: BOSMOXHO HapylleHMe BKyca.

Mpu BHYTPUBEHHOM BBeAeHWM npenapaTa. Co cTo-
poHbl LLHC: MWOK/IOHWSA, CNYTAHHOCTb CO3HAHWUA, CY[O-
POXHbIA CUHAPOM.

MecTHble peakyuun: 0601b, TPOMOGOGIEOUT B MecTe
BBeZleHWA npenapara.
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MpoTnBONOKasaHWA. MoBbIWEeHHAaA YYBCTBUTENb-
HOCTb K KakoMy-nm60 KOMMOHEHTY npenaparta, K
aHTUOMOTMKAM MEHULUNNNHOBOTO U LedanocnopuHo-
BOr0 psA0B.

TOKO®EP (TOCOFER) ®

Tocopherol

CocTaB 1 (hopMa BbIMyCKa. AKTUBHOe BelecTBO —
TOKO(hepoa aueTar, ABNAOLLUACA CUHTETUYECKUM Mpe-
napatom ButamuHa E. Kancynsl 0,1, 0,2 n 0,4r.

dapmMaKonornyeckoe feicTeme. OKasbiBaeT aHTU-
OKCMAaHTHOe [ielicTBUe, yYacTBYeT B GMOCUHTE3e reMa U
6enkoBs, nponu@epaunmn KNeToK, TKAHEBOM [bIXaHWUW, ApY-
rMX BaXKHeMLW WX npoLeccax TKaHeBOoro MeTtabonmsma,
npegynpexgaeTr reMonn3 3puTpouuTOoB, NPEnAaTcTByeT
MOBbILIEHHON MPOHMLLAEMOCTM 1 JIOMKOCTU Kanuinspos.

Pexkum fo3npoBaHua. CyToyHas fo3a coctaBnseTt 1r.

Mo6o4Hoe AeicTBME. Annepruyeckue peakynuu. Mpm
npueme 60MbWNX A03 — Anapes, 601b B Hafg4YpPeBHOW
obnactwm.

lNMpoTnBONOKasaHUA. MoBbIWEHHAA YYBCTBUTESb-
HOCTb K TOKO(epona auerary.

YPCO®AJIbK (URSOFALK) ®

Ursodeoxycholic acid

CoctaB 1 (hopMa BbINycKa. AKTUBHOE BeLLeCTBO —
ypcogesokcuxonesaa kucnota. Kancynel 0,25r.

dapMaKonormyeckoe fAencTeme. Mpenapat CBA3bI-
BaeTCA C MMUUUHOM W TaypMHOM W BbIgeNseTca u3 ne-
YeHW C Xenuybto. CHMXKAeT HacbILEeHHOCTb Xenyn xo-
NecTePUHOM W ee BA3KOCTb, MOBbIWAET PacTBOPUMOCTb
X0NnecTepuHa Ha NOBEPXHOCTU YyXe o6pa3oBaBLUINXCS
XeNnuHbIX KamHel. B kunwkax ypcoge3okcuxonesas
KucnoTa pacwennserca v gerngpokcunumpyerca B nu-
TOX0NeByl Kucnoty. llocneaHas 4yacTMYHO abcopbu-
pyeTca U CBA3bIBAeTCA C Cy/Nb(aTHbIMW aHUOHAMMK, 3a-
TEM C MULUMHOM U TaypyuHOM U Takum 06pasom Bbije-
NAETCA B XKEeNYb.
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Pexxum po3npoBaHuAa. CyTouHas Ao03a cocTaBnsier
10 mr/kr. Bclo exXefHEBHYH [03Yy Heob6xoaumMo npu-
HUMaTb OAHOBPEMEHHO, BEYEPOM.

Mo6oyHoe feicTBME. BO3MOXHbI AMapes, KOXHbIiA
3yf, TPAH3MTOPHOE MOBbILWEHNE YPOBHA TPpaHCaMMHa3.

lNpoTrBOMoOKasaHUA. OcTpble BOCNanuUTeNlbHble 3a-
60M1€BAHNA XXENYHOTO Ny3bIpA W XENYHbIX MPOTOKOB.
Linppo3 neyvyeHn B CTaAMM BbIPaXEHHOW AKTUBHOCTHU
npowuecca. SHTEPUT, KOAUT. BbiparkeHHble HapyLleHus
MYHKLUN MOYEK U MEYEHMN.

POPTYM (FORTUM) ®

Ceftazidime

CocTtaB 1 (hopma BbInycKa. AKTUBHOe BellecTBO —
uedrasnagmma neHtarngpar. Cyxoe BelecTBO A1 UHb-
ekumnii no 0,25, 0,5, 1un 2 r Bo hnakoHax. Cyxoe Belye-
CTBO AN1A UH(Y3WIA 2 T B amnynax.

dapmakosiormyeckoe fencreme. LledanocnopuHo-
Bblil aHTMOMOTUK Il MOKONEeHNA AN NapeHTepanbHOro
npuMeHeHMA. Hapylwaetr CMHTe3 K/IETOYHOM CTEHKMU
MUKpoopraHnsmos. O6nagaer WUPOKUM CMEKTPOM
LeVcTBMA. YCTONYMB K LeACTBUIO 60nblwIMHCTBA (3-nak-
Tama3. AKTWBEH B OTHOWEHUWU rpaMmoTpuLaTeNbHbIX
a3po6HbIX MUKPOOPraHU3mMoB, BK/OYas CUHETHONHYIO
NnanoyKky, rpamnonioOXUTENbHbIX U TpamoTpuLaTebHbIX
aHa3pOo6HbIX MWKPOOPraHM3MOB.

dapMaKOKMHETUKA. TepaneBTUYecKas KOHLUeHTpa-
LMa B NnasMe KpOBW COXPaHAETCA Ha MPOTAXKEHUN 8 —
12 4. Mepunog NonyBbIBELEHUA NMPU HOPMasbHON (YH-
KUy novyek — 1,8 4, nNpu HapyweHHOW PYHKLUKN MO-
yek — 2,2 4. CBsA3biBaHMe ¢ 6enkamu nnasmbl — 10 %.

LiedTasuamm nioxo NpOHUKAaeT 4yepe3 HernoBpex-
[OEeHHbIN remaToaHuedanmueckunii 6apbep.

Pexxnm fo3npoBaHuA. MpenapaT NPUMEHAIOT TONbKO
napeHTepanbHo. [o3a gnd B3pocnbix coctaender 100 —
150 MT/KT B CyTKMW; KPaTHOCTb BBefleHUs —3 pasa B CYTKW.
Jetam cTtapwe 2 mec npenapart Ha3Ha4valT B go3e 30 —

11— 7173
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100 mr/kr B cyTkun B 2—3 npuema. MakcumanbHas Ccy-
TOYHasA f[03a, 0O0bIYHO MpPUMeHsemMas Npu MYKOBUCLM-
pose, — 150 mr/kr. HOBOpPOXJEHHbIM U AeTAM B BO3-
pacTe A0 2 MeC ue(TasMAUM HaszHayalT B CYTOYHOWA
fo3e 60 Mr/kKr, KpaTHOCTb BBeleHNS — 2 pa3a B CYTKMW.

Mo60ouHOoe AenCcTBME. MeCTHbIe peakuun: 601e3HeH-
HOCTb, (PNe6uUT unu TpoM60t1e6MUT B MeCTe BBELEHUS.

Annepruyeckue peakumm: cbifb, NNXopaaKa, 3y, 6poH-
Xocnasm.

Co CTOpOHbI NMULLEBAPUTENbHOIO TpakTa: auapes,
TOLLHOTA, PBOTA, 60/b B XUBOTE, PEAKO —CTOMATUT, KOJUT.

COo CTOpPOHbI MOYENONOBO CUCTEMbI: KaHAMA03, Ba-
TUHUT.

Co cTopoHbl LIHC: ronioBHas 60/1b, roNI0BOKPYXXEHUE,
napecresus.

MN3meHeHUs nabopaToOpHbIX NOKasaTenen: 303UHO-
Ghunns, nonoxutenbHasa peakyns Kymoca 6e3 remonusa,
TPaH3WTOPHOE MOBbLILWEHNE YPOBHA TpaHCaMUHa3, Kpe-
aTUHWHA B CbIBOPOTKE KPOBM.

[NpoTrBONoOKasaHWA. MoBbILWEeHHAas YYBCTBUTE/IbHOCTb
K LegpTasngumy, LedanocnopmHam, NeEHULUIINRY.

LE®POBN/A (CEFOBID) ®

Cefoperazone

CocTtaB 1 (popma BbiMyCcKa. AKTUBHOE BELLECTBO —
uedonepasoHa HaTpuesasd conb. Cyxoe BeL,ecTBO ANd
MHbEeKLUWUI BO (hnakoHax no 1r. B ogHOM (hnakoHe co-
fepXxutca 1,5 MMoNnb HaTpus.

dapmaKkosiornyeckoe aencteme. LietdhanocnopuHo-
BbliA NMNONYCUHTETUYECKUA AaHTUOMOTUK C LUMPOKUM
CneKTpoM pfencTBusA. MNMpPpUMeHAETCA UCKNUYUTENbHO
napeHTepanbHo. OKasbiBaeT 6aKkTepuunaHoe aeictemne
B OTHOLWEHWUN 60/bLIOT0 Ynucaa rpamnosioXKnTENbHbIX U
rpamoTpuLaTesibHbiX a3p06HbIX N aHA3POOHbIX MUK-
poopraHu3sMoB. B TO Xe BpemMs OH NpOABMAET pe3uc-
TEHTHOCTb B OTHOWEHUN MHorux P-naktamas. Lle-
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(hobnpa aKkTUBEH B OTHOLIEHUN CUHETHOWHOM Nanoyku un
HeKoTOopbIX Apyrux Pseudomonas,

Pexxum po3npoBaHuA. CyTouHas [o3a Ans B3poc-
NIbIX MOXEeT cocTaBnaTb 8 r. Pa3fenvus Ha ABe paBHble
yacTu, ee BBOAAT KaxAable 12 y. Ona geTeli cTapuie 7
[Hen cyToyHasa gosa — 100—200 mr/kr. KpaTHOCTb
BBEfEHNA —2 pa3a B CYyTKM (CyTOuHble f03bl 0 300Mr/Kr
He BbI3bIBA/IN OC/IOXHEHUSA).

Mo60o4HOe AeCTBME. ANnepruyeckre peakummn: Kak
M Npu NevyeHnn Bcemu LeanocnopuHamu, oTMevaroTcs
peakuunn, cBsizaHHble C UHANBUAYA/IbHON rMnepYyBCTBU-
TENbHOCTbID —MakynonanynesHas Cbifb, KpanuBHULA,
303MHOMUINA N NeKapCTBEHHAA NIMX0pajKa.

Co CTOpOHbI OpraHoB KPOBETBOPEHUA: obpaTtumas
HENTPOMNEHMNS, NONOXMNTENbHAA npaMasa npoba Kymobea,
CHWXeHne ypoBHS remornobuHa u rematokputa. OT-
MeUeHbl Clyyau HenpoAo/MKUTENbHOW 303UHODUNUN 1
rMNOMNpPoOTPOMOUHEMUN.

CO CTOpOHbI NULLEBAPUTENILHOTO TpPaKTa U NeyeHu:
Avapes, pefiKO —TOLWHOTA, PBOTA;

YMEPEHHOE NOBbILWEeHNe YPOBHA TpaHCaMuHas u Lwe-
NOYHOW hocaTassbl.

MecTHble peakunn: Gnedut n TpombodpedbuT B mecTe
BHYTPUBEHHOIO BBEAEHWUSA npenapara.

[NpoTmMBONOKasaHUA. MoBbiWeHHas YYBCTBUTE/b-
HOCTb K Le(anocnopmMHOBbLIM aHTUOUOTUKAM.

LIMINMPOBAI (CIPROBAY) ®

Ciprofloxacin

CocTaB 1 hopma BbINyCKa. AKTUBHOE BELLECTBO —
umnpodgnokcayuHa rugpoxnopus MoHormapart. Tab-
netkm no 0,25, 0,5 1 0,75 r, NOKpbITbIe 060/104KOIA. Pa-
CTBOP ANst MH(PY3Min BO hnakoHax no 50 mna (0,1 r ymn-
pognokcaymHa) 1 100 mn (0,2 1 uunponokcaymHa).

dapmaKoornyeckoe fAercTBme. AHTUMUKPOGHOe
CPeLCTBO rpynnbl PTOPXMHONOHOB. LiunpodgnokcaumH

n
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nHrnéumpyet gepmeHT OAHK-rupasy, KoTopbii urpaet
BaXHYI pONb B CErMeHTHOW Jecnupanusauuym u cnu-
panu3aynm GakTepuii BO BpemMsa pasMHOXeHUs 6GakTe-
puii. MpenapaT oKa3biBaeT 6bICTPOE GaKTepULMAHOE
[leficTBME He TOMbKO B (ha3e PasMHOXEHUS, HO 1 B thase
nokos 6akTtepuii. O6nagaeT BbICOKON 3(h(eKTUBHOC-
TblO B OTHOLLEHWW NPAKTUYECKWN BCEX TPAMOTPULATENbHbIX
M rpaMnofioXMTeNbHbIX BO30yauTenen, B TOM 4ucre u
CUHErHoMHOM nanoyku. LimnpognokcaunH akTUBeH B
OTHOWeHNN OakTepuid, CUHTE3MpPYHLWMX P-nakramasy.
Pe3sncTeHTHOCTb K LunpogoKcauHy BblpabaTbiBaeTcs
MeAJ/IeHHO M MOCTEMeHHO («MHOrOoCTyneHYaTbl» Tun).

Pexxum po3npoBaHUA. Mpu MyKOBMCLUAO3E CYTOY-
Haf [o03a 414 B3pOC/bIX MPUW MPUMEHEHUW pPer 0S Co-
ctaBnset 1,5 r. [na BHYTPUBEHHON WH(Y3UN UCNOb-
3yloT 0,4 r 2 pa3a B CYTKW. Y feTeil Mbl MPUMEHANN
umMnpognokKcaumH B cyToyHou pose 10—30 Mmr/kr.
KpatHoCTb BBefleHUs — 2 pa3a B CYTKMW.

Mobo4yHoe AGIZCTBI/IG. Co CTOpPOHbLI CephevYHO-CO-
CYAUCT O cucTembl: BO3MOXHA TaxXxukKapaus, O4YeHb
pefKo —oLW YL eHne NPUINBOB, MUTPEHb, 0OMOPOYHOe
COCTOSHME.

Co CTOPOHbLI NNUWEBAPNUTENbHOI0O TpPpakKTa M NEYEHN!
TOLIHOTA, PBOTA, ANapes, HapyLeHne nuwesapeHuns, 601b
B XXMBOTe, METeOpM3M, OTCYTCTBUE anneTuTa; XonecTa-
TUYecKas >entyxa, renatuT, OYeHb PefKo — MeyeHou-
Hag HeAoCTaTOYHOCTb.

CocTopoHbl LLHC: TONIOBOKPYXXEHWNE, T0I0BHAsA 60/b,
yCTanocTb, BO30YXXAEHME, TPEMOP; PeAKO — pacCTpoii-
CTBa CHa, nepudepmnyeckne paccTpomncTea YyBCTBUTE b-
HOCTW, MOT/IMBOCTb, HEYCTOWYMBOCTb MOXOAKM, CYLOPOrHK,
MOBbILIEHNE BHYTPUYEPENHOIO AaB/NeHUs, YyBCTBO CTPaxa,
pacTepsHHOCTU, HOYHble KOLIMapbl, Aernpeccuu, rano-
UMHauuMu. OTu peakuunm TpebYOT HeMeL/NleHHON OT-
MeHbl npenapara.
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Co CTOpPOHBLI OpraHoB 4YyscTB: PEAKO —HapylleHue
BKyCa M 060HSIHUA, pacCTpPOMCTBa 3peHuMa (aunaonus,
XpomaToncua), lWyM B ylax, BpeMeHHas TyroyxocTb.

CO CTOPOHbLI OpPraHoB KpoBeTBOpPeHUs: 303MHOPU-
nuna, NenKoneHus, aHemus, TPOMOOLMTONEHUSA; O4YeHb
pefiKO — NeNKouMTo3, TPOM6OLMTO3, reMoNnMTUYecKas
aHeMus.

AnneprvlquKVle n MMMYyHOMNaTO/NOINM4YeckKne peakKynn:
KOXHble BbICbINaHWA, 3y4, MeANKAMeHTO3Hasa NMxopas-
Ka;, peako — oTek KBWHKe, 6poHXocnasm, apTpanruu;
OYeHb pefKo — aHa(UNaKTUYeCKUI LIOK; remopparu-
YeCKWM CUHLPOM, BAacCKynuT, cuHapombl CTBeHca —
J>xoHcoHa w Jlalienna.

MecTHble peakuuu: Pe6UT B MeCTe BHYTPUBEHHOTO
BBEAEHUSA.

Mpoune: 0YEHb pefkKo — obwaa cnaboctb, TeHLOBA-
TMHWUT, (hoTOCEHCUOUNN3aLNA, HapYLLeHne PYHKLUM No-
4yek, BNAOTb 40 Pa3BUTUSA TPAH3UTOPHOM MOYEYHOW He-
[OCTaTOYHOCTH.

NpoTnBONOKasaHUA. bepeMeHHOCTb; nakTaumna; no-
BblLWEHHAA 4YYBCTBMUTENbHOCTb K LMUNPOGIOKCALUHY 1
APYTUM XUMUOTepaneBTUYECKUM CpefcTBaM rpynmnbl
XWHOJIOHOB.
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1 mec
2mec
mMec
mMec
Mec
mec
mMec
mMec
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mec
10 mec
11 mec
1roa

2 roga
3 roga
4 ropa
5 net

6 nert

7 net

8 net

9 net

10 net
11 net
12 net
13 net
14 net
15 net
16 net
17 net

Tabnuua ansi OLeHKN

[Mpuno>keHune 2

(PU3NYECKOro pasBUTUA

npu MyKOBUCLM03€e

OueHKa (r3MYeCKOro pasBuTHs Mo MeTomy
CUTMa/IbHbIX OTK/IOHEHMWIA

X+5
55,96
60,20
63,27
65,83
67,62
69,58
71,22
72,46
73,76
75,18
76,76
78,02
89,40
99,59
107,55
114,30
120,78
129,35
132,34
137,36
142,24
149,14
153,52
159,43
167,06
172,16
176,39
179,10

Manbumnkn
Poct
X-8 X 8 X+8
51,50 53,74 2,24 4,687
55,83 58,01 2,18 5,735
58,71 60,99 2,28 6,768
61,53 63,68 2,15 7,761
62,82 65,22 2,40 8,295
64,58 67,08 2,50 9,114
66,18 68,70 2,52 9,520
68,10 70,28 2,18 10,170
68,96 71,36 2,40 10,550
70,68 72,63 2,25 11,260
71,56 74,16 2,60 11,415
72,30 75,16 2,86 11,620
83,40 86,40 3,00 14,110
92,41 96,00 3,59 16,490
98,95 102,80 4,75 18,540
104,10 109,20 5,10 21,180
110,82 115,80 4,98 23,670
118,45 123,90 5,45 29,05
120,66 126,50 5,84 31,53
125,24 131,30 6,06 34,21
129,16 135,70 6,54 37,69
135,26 142,20 6,94 43,11
139,88 146,80 6,82 46,55
143,57 151,50 7,93 50,25
148,74 157,90 9,16 55,52
156,14 164,30 8,16 63,19
160,41 168,40 7,99 66,98
163,10 171,10 8,00 70,99
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Macca
X-8 X
3,521 4,104
4,598 5,114
5,472 6,120
6,111 6,891
6,675 7,485
7,332 8,229
7,740 8,630
8,190 9,180
8,490 9,520
8,880 10,070
9,315 10,365
9,580 10,600
11,550 12,830
13,710 15,100
15,660 17,100
17,220 19,200
19,130 21,400
21,95 25,900
22,27 26,500
24,79 29,900
25,51 31,600
29,89 36,500
32,05 39,300
34,85 42,500
38,28 46,900
44,41 53,800
48,62 57,800
53,21 62,100

0,583
0,621
0,648
0,780
0,810
0,890
0,890
0,990
1,030
1,190
1,050
1,020
1,280
1,390
1,440
1,980
2,270
3,550
4,630
4,710
6,090
6,610
7,250
7,750
8,620
9,390
9,180
8,890
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131,84
135,52
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X-8 X
51,46 53,51
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57,48 59,74
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67,42 69,87
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91,70 96,00
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110,49 115,00
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X+8
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13,845
16,030
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59,540
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X-S X
3,448 3,976
4,208 4,757
5,061 5,757
5,610 6,300
6,183 6,963
6,750 7,620
7,167 8,067
7,686 8,616
7,989 9,084
8,547 9,493
8,685 9,690
8,946 9,966
10,985 12,365
13,770 14,900
15,870 17,400
17,190 19,300
19,820 21,400
21,360 25,300
22,080 26,600
23,070 28,100
27,180 33,400
29,89 37,300
32,620 40,600
37,160 45,200
42,460 49,100
45,060 52,300
47,000 54,800
48,750 56,200

5
0,528
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0,696
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0,870
0,900
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0,945
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3,940
4,520
5,030
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6,640
7,240
7,800
7,450
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