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H.l'. TopoBeHKkO

CMAZIKOBO OBYMOBIJIEHI 3AXBOPIOBAHHA AUXAJIbHOI CUCTEMU: NPOBJIEMMU |
NEPCMNEKTUBU

KuiBcoka meduyna axademis nicasounaomuoi ocBimu im. I1.J1. Llynuka MO3 Ykpainu

Ponb cnagkoBux haKTOpiB y PO3BWUTKY 3axBOpPIOBaHb AM-
XaJIbHOi CUCTEMM HEOAHO3HayHa. Tak, iCHYe rpyna BiacHe crnajg-
KOBUX XBOPOD, MPUUMHOIO BHHUKHEHHSI SIKUX € MOPYLIEHHS re-
HETHYHOI iHhopMaLlil Ha PiBHI XPOMOCOM i FeHiB, a OLHWM 3 Npos-
BiB — naTosioria pecnipatopHoi cuctemu. [lpyra rpyna — ue
XBOPOOU 3i CNaKOBOIO CXMIBHICTIO, B PO3BMTKY SIKUX MalOTb 3Ha-
YeHHS! HasiBHICTb KOMMJIEKCY MEBHUX MEHIB Y B3aeEMOMil 3 (pakTo-
pamu cepegosuwa. [lo Apyroi rpynu Hanexkatb XPOHiuHi Hecne-
UMiuHI  3aXBOPIOBaHHS JlereHb, TyOepKybo3, Oisbwa vactuHa
i30/1bOBaHKUX BPOIYKEHWX Baf, PO3BUTKY JIereHb Ta BPOHXIB, TOLO.

Cepen cnagkoBux XBopob, LLO MaloTb B KAiHIYHIM XapakTe-
PUCTHL NATOJOril0 fUXa/IbHOI CUCTEMM, PO3PIi3HAIOTb XPOMOCOM-
Hi i MOHOreHHi. [IpM XPOMOCOMHHMX 3aXBOPIOBAHHSAX, BUKJIMKAHUX
3MiHaMK HopManbHoro (46) uucna XpomMocom (reHoMHi MyTauii)
Ta iX CTPYKTYpHUMU nepebynoBamu (XpOMOCOMHI MyTalii), BHac-
NiOK MOPYLUEHHS TEHETUYHOrO OanaHCy BUHUKAIOTb MHOMMHHI
BaJlM PO3BUTKY Pi3HWX OPraHiB i CUCTEM, B TOMY YMCAi i AUXab-
Hoi. Tak, rinonnasis nereHb Mae Micue npu cuHgpomi Maray (Tpu-
comisa 13), cuHppomi EpBapaca (Tpucomisa 18), cuHopomi [ayHa
(Tpucomis 21), ocobnuBocTi BynoBM ropTaHi — NpU CUHAPOMI
JNexkerna abo "kpuky Kiwkun" (eneuis 5p-), Towo. MigTeepakeHHs
ZiarHo3y XpOMOCOMHOI naTosorii 34iMCHIOETbCS 3a AOMNOMOroo
CYYaCHHX LUTOreHETUUHWX (BU3HAUYEHHS KapioTuny 3 AudbepeHLin-
HUM 3a6apB/ieHHAM MeTada3HUX Ta npomeTadasHUX XPOMOCOM)
Ta MosieKynsipHo-uuToreHetuuHux mertogis (FISH — donyopec-
LeHTHa in situ ribpuan3sauis, MiKkpocaTeniTHUM aHanis).

MoHoreHHi cnafgKoBi 3axBOPIOBaHHSA MOB'A3aHi 3 MyTaLisMKU B
OJlHOMY T€Hi i YyCnagKOBYIOTbCA $SIK OUCKPETHI OAMHMUI 3rigHO
3akoHam MeHpens. B ToM e yac, B psifi BUNaaKiB MOHOreHHa na-
TONOTiS NPOSBNSETbCA 3MiHAMMU PI3HWX OPraHiB i cUCTeM, LLO
noB'A3aHe 3 NAeHOTPONHOI (MHOXHMHHOIO) AI€I0 MYTAHTHOMO reHa.
MopylueHHs AMXaNbHOI CUCTEMM BiAMIiYaOTbCA NPU LEAKUX XOH-
apoaucnnasisax (aHomanii xpsiis Tpaxei Ta 6pOHXiB), CUHAPOMI
XeHa (3meHLweHHs 06'eMy rpyaHOI KITUHM | rinonnasis nerewb),
cuHgpoMmi Binbsmca-Kemnbena (reHepanizoBaHi 6poHxoekTasii,
obymoeneHi aedekToM GpoHxianbHUX Xxpsiwis), cuHapomi Enep-
ca-flaHnoca (peuuauBYIOYMM CMOHTaHHUWA MHEBMOTOPAKC), CHH-
apomi MapdhaHa (GpoHXOreHHi KicTW, MOBISIbHO Mporpecyoya
emdizema, nHeBMoTopakc), cuHapomi Penpato-Ocnepa (MHOXHHHI
apTepio-BeHO3HI aHacTOMO3W Ta TefeaHriekTasii), CUHApPOMI
KaprareHepa (BpoHX0eKTa3u, CUHYCITU, 3BOPOTHE PO3TallyBaHHSA
BHYTPILIHIX OpraHis), HeWpodibpomaTosi (Helpodibpomu, Aau-
y3HUI  iHTepcTilianbHui  pibpo3), Tybepo3HOMy cKneposi
(ramapToMu niereHb, BGPOHXOTeHHI KiCTH, OMY3HUM IHTEpPCTH-
uianbHui ibpos), cuHapomi PybiHwTeiHa-Telbi (aHomania no-
Bynauii nerexb), NizocoManbHUX XBopobax HaKonMuYeHHs ( XBOPO-

6a HimaHa-Mika — axkymynsiuis ciHroMiesiiHy B asibBEONSAPHUX
Makpodarax, xeopoba [ipke — rnikoreHy B anbBeouuTax, MyKo-
noslicaxapugo3n — iHQINbTPaALis TKaHWUH HOCOM/IOTKM, ropTaHi)

Ta iHwi. Ha ocobnuBy yBary cepef, MOHOr€HHUX 3aXBOPIOBaHb
3ac/yrosytoTb fiebiumT o-iHribiTopy npoteas, nepsuHHI iMyHode-
piuMTHI CTaHM Ta MyKOBICUMAO3, AKi ByAyTb ONMUCaHI HUXKYE.
LiarHocTka MoHoOreHHoI natosorii 6a3yeTbcs, nepll 3a Bce,
Ha BMKOPMUCTAHHI KJ/iHIKO-reHeaNoriYyHoro MetTony, sikui gonoma-
ra€ He NULLIE BUSBUTH HAsIBHICTb B POLOBOfI MOBTOPHWUX BUNAAKIB
NeBHOI natonorii, ane W BCTAHOBUTU TWUM YCNaAKyBaHHS, LLO LO3-
BOJIIE PO3paxyBaTh CTYMiHb PU3UKY BUHUKHEHHSI 3aXBOPIOBAHHS Y
POAMUIBE XBOPOro B MaWbyTHiX (MPOCMEKTUBHE KOHCY/IbTYBaHHS)
Ta nornepeaHix MOKONIHHAX (PETPOCNEKTUBHE KOHCY/IbTYBaHHS).

© loposeHko H.T., 2003

Lns 6aratboX MOHOreHHWX 3axBOPIOBaHb XapaKTEpPHOW €
nnermoTponHa (MHOXWHHA) Aia reHa, Wo i NPoSABAAETbCS Y BUrNALI
CUHOPOMY MHOXMWHHUX Baj PO3BMTKY. ToMy Jpyrum 3a
LiarHOCTUYHOIO LiIHHICTIO € CUHAPOMOJIOTIYHWUIM aHasi3 3 BUKOPHUC-
TaHHSIM COMAaTOrEeHETMYHOrO METOAY [HOC/IAKEHHS (meTasbHol
XapaKTEPUCTUKKU (DEHOTUMY MaLjieHTa 3 ypaxyBaHHAM HasBHOCTI
MOPOKIB Ta aHOManiki PO3BUTKY, MeTaboniUHUX 3MiH PI3HWUX
opraHis Ta cuctem). Cnif, HaroNOCUTH, LLLO HETOUHE BUKOPHUCTAHHS
CUHILPOMOJIONIYHOTO aHani3y MoyKe 3aKiHYMTUCb CepHUO3HUMM
LiarHOCTUYHUMK MOMMWIIKaMH, Ki YaCTO-TyCTO MOXYTb MPWU3BECTH
He /ivLe SO HENpPaBWU/IbHOrO BCTAHOBJIEHHS MPUUYUHWU BUHUKHEHHS
naTonorii 3 NoAasblUMM XUOHUM PO3PaXYHKOM PU3MKY BUHUKHEH-
HS @aHa/IoriYHOi naTonorii B poAuWHI, ane M 4O NOMUIKOBOI, a iHOAi
(haTtasibHOI, NiKyBasIbHOI TaKTUKW. HaBepeHe nifKpecntoe HarasbHy
notpeby 0BOB'A3KOBOro 3a/lydeHHA NiKapA-reHeTUKa 0O KOHCY/b-
Tauil i 06CTEXKEHHA TaKMX XBOPHUX. TUM Bifblie, Lo AWLLIE reHeTHK
MO>KE BM3HAUMTH MOMKJ/IMBICTb BUKOPUCTaHHS Hanbinblu iHhopMa-
TUBHOrO METOAY LiarHOCTUKU — MOJIEKY/ISIPHO-TEHETUUHOTO 3 BU-
KOPUCTaHHAM MO/MEPa3HOi SlaHLIOroBoOi peakuii, Ans ifeHTUdI-
KaLjii MyTaHTHOrO reHa y XBOPOro, BCTAHOB/IEHHSI reTepO3UroTHO-
ro HOCIMCTBa Ta MPOBEAEHHS MPEeKOoHLEeNUiMHOI Ta npeHaTasbHOI
LiarHOCTUKU ONs NonepemyKeHHs HapOMXKEHHS AiTeH 3 TAXKKO
MOHOIE€HHOIO MaToJOoTIElO.

OEDIUUT a1-IHTIBITOPY MPOTEA3

o 1-iHribitop npoteas (o 1-M), abo 3a crapoto HOMeHKnary-
poto o 1-aHTUTPHUNCHH, sBASiE coBolO FNIKONPOTEiH, WO CcKna-
Jaetbest 3 392 aMiHOKMCAIOT | TPbOX BIUHWX BYrSIEBOAHEBUX JlaH-
LIOXKKIB, | KOAYETbCS FEHOM, L0 PO3TalloBaHWM Ha XxpoMocoMmi 14
B nonoxeHHi 14932.1. a1-Il1 cuHTesyeTbcs B renarouuTax i €
OHWM 3 HaWBiNblL BAXKMBHX IHFIBITOPIB aKTUBHUX hepMeHTiBE —
npoteas, 3okpema enacrta3u. Came BiH 3HELLKOMXKYE Ail0 cexpe-
TOBaHWUX HeWTpodiNnamu Ta Makpodaramy enactasu i KonareHasu,
SIKi PYMHYIOTb CMONYYHOTKAHWHHI CTPYKTypHW nereHb. Enektpodpo-
PeTHUHUMK MeTofamu Byno imeHTUdiIKoBaHo 6arato BapiaHTiB
o1-1M : F(wewnakui), M(cepeaHii), S (noinbHui) i Z (HanbamK-
uui go karogmy). Kpim Toro, BUAiNeHO HyNbOBHUM anenb 3 NOBHOMO
gigcytHicTio o 1-IM B nnasmi. Banabko 90 % anenei B nonynsuii
€ M Tunamu 3 BGaratbma niATMNAMM, AKI NO3HAUAIOTLCS LUpaMu
(M1, M2 i 1.4.). HasiHicte MM, SS, MS, MZ heHotuny xapakre-
PHU3YE AOCTaTHIM piBeHb aHTUNPOTEA3HOI aKTUBHOCTI Ma3MK KPOBi
i Bignosigae Hopmi. Ons romosurot ZZ i OO Bnactveun pediuut
o1-IlT i po3BUTOK paHHbOI eMdpizemMun nereHb, a ans ZZ — we i
LMPO3Y NeYiHKK y HeMOBASAT. Y reTepo3urot SZ emdizema mMoxke
MaTW Micle, ane B 3Ha4YHO CTapLUOMy Billi, TaKOX MOKa3aHO yac-
TILUMIM PO3BUTOK XPOHIYHUX OBCTPYKTUBHHUX 3aXBOPIOBAHb JIEreHb,
0COB/IMBO KO/ HOCIH TaKOro reHOTUNY NasuTb Lurapku, abo npa-
LIOE B YMOBAxX 3HAYHOrO 3aMW/IEHHS MOBITPS.

KniHiuHa kapTuHa romosurotHoro pgediuuty o1-IM nposs-
nseTbes paHHiM (o 30 pokis) PO3BUTKOM Mporpecytoyoi eMdiszemu
nereHb, B GaraTbox BUNAAKaXx LUE B AUTAYI POKM CrOCTepiraloTbes
yacTi pecnipatopHi iHdekuii. CaMolo paHHbOK | HaWyacTilwowo
CKaprol XBOPOro € 3afMLUKa, CNoYaTKy MpW 3HAYHOMY, a MOTIM i
npu nerkomy isMyHOMy HaeaHTakeHHi. Kawenb vacTiwe BigcyT-
HiM. Mpu toHaLbKil eMdiseMi cTaTypa XBOPOro acreHiuHa, Maca
Tina 3HWKeHa, rpyaHa KnitTvHa GoukonofibHa 3 BN suyBaHHAM
HaAKMIOUMUHUX AAMOK Ta MixKpebepHUX npoMmi>kkis. Mpu nepkycii
rPYAHOI K/ITMHU BiA3Ha4YaloTb KOPOOOUHWI 3BYK 3 MOMK/MBUM
3HWKHEHHAM ceppaueBoi TynocTi. [py ayckynbTaLii BUCTyXOBYETb-
cs cnabke BesukynsipHe "BaTtHe" AuxaHHs. PeHTreHonoriuHo 3Ha-
XOLATb 3HauHe 30iNbLUEHHS NPO30POCTi IEreHEBHUX MONIB, B HWXK-
HiX BiffiNax 3HUKAE NereHeBUM MasIloHOK, MOXYTb (POPMYyBaTHUCh
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riraHTcbki 6ynnn. KypiHHa € aye cepHO3HWM haKTopoM, Lo
3Ha4yHO NiABMLLYE PiBEHb MOPYLUEHHS (PYHKLii /lereHb i noripLye
NPOrHoa.

HiarvocTtuka pediumty o 1-IM 6asyeTbca Ha BU3HAUEHHI BMICTY
a1-IM B cuposatyi KpoBi NpsAMUMK (iIMyHONOFIYHUMKM) METOLAMM.
MpuitHato, wo koHueHTpauis o 1-1IM 80—25 % sig Hopmu Bigno-
BiZa€E reTepo3UroTHOMY HOCIHCTBY, a Hxua 3a 25 % — romosu-
rotHomy pecpiumty o 1-Il1. BctaHoBneHHs Tuny anenev nposo-
LWTbCA 3a JOMOMOrOI0 i30€/1eKTPOOKYCYBaHHs B araposi abo
noniakpinamigHomy reni. Kpim Toro 3apas 3actocoBytotbcs Mose-
KYNSIPHO-TEHETUYHI MeToAM (BUM3HAUYeHHS MONiMOPMI3My AOBXKUHU
PECTPUKLIMHKUX pparMeHTiB Ta NoniMepa3Ha JlaHLioroBa peakLis)
[151 BCTAHOBJ/IEHHS TEHOTUMY XBOPOrO, @ TaKOX /151 MpeHaTasibHol
LiarHOCTUKMU B CiM'SIX BUCOKOTO PH3UKY.

JlikyBaHHs1 pediunty o 1-I11 BKAtouae 3amicHy Tepanito ouwu-
werum o 1-IM noguuu (Prolastin) ta pekombiHaHTHUM o 1-IT1. Xo-
polumnit edpeKT MaroTb B/B iH(Y3Iii Takux iHribiTopie npoteas, siK
KOHTpIiKas, FOpAOKC, TPa3uion Ta Aeskux iHwux. [ocuTtb ycniwHo
3aCTOCOBYIOTb aHTMOKCUAAHTH, ocobnueo BitamiH E. 3a kopgo-
HOM MPOBOASATb TPAHCM/IAHTaLiIO NereHb i/abo nediHku, ocobu-
BO NepcrneKTMBHA NOABIMHA TPaHCN/IaHTaLis, TOMY LLO nediHKa fo-
Hopa BUpOOnse aktueHui o 1-IM, sKMM 3axullae nepecamKeHi
3[0POBI fiereHi Big, Aii npoteaas.

MNepBrHHa npodpinakTka cnagkosoro pediunty o l-IM mMox-
JIMBa Ha PIBHi NpeHaTa/sbHOi [iarHOCTUKMU B CiM'sX, Le € XBOpi,
nicnsi BCTAHOBNEHHSI TEHOTWUNY XBOpOro Ta 6arbkis. BropuHHa
npodinakTMKa 3BOAMTLCSA LO KaTeropuuHoi 3abOpOHM KypPiHHA i
poboT B yMoBax 3abpyaHeHOro nosiTps ocobam 3 BCTaHOBJE-
HUM fdiarHo3oMm.

MporHos npu pediunti al-IMN gocuTb cepio3HUi Yepes Bia-
CYTHICTb MOKM LLO €(PEeKTUBHUX METOLIB NiKyBaHHS.

3AXBOPIOBAHHA AUXAJNIbHOI CUCTEMMU MPU MEP-
BUHHUX IMYHOAEDPIUHUTHUX CTAHAX

MepBuHHI (BpomkeHi, cnagKoBi) iMyHOAEMIUMTHI CTaHM
(MIAC) senstoTb cobolo reHeTUUHO [AEeTepMiHOBaHy He3naTHICTb
OpraHiaMy 3AiMCHIOBATU Ty UM iHWY eEeKTOPHY JlaHKy iMyHHOI
Bignosigi. 3rigHo knacudikauii BOO3 MIAC skiovarots Hinblue
20 chopm iMyHHOT HepocTaTtHOcTi. Cepen HUX Taki, Wo obyMOB-
NeHi BiACYTHICTIO abo PI3KMM MOPYLUEHHSM NEPEBAKHO OKPEMMX
KITUHHKX nonynauii (ctosByposux, T- i B-knituh), ix cybnony-
NAUIH, a TaKoXX KOMBIHOBaHWH iMyHOAedILMT.

OpHa 3 nocTinHux o3Hak MIAC — 3HWKEHHS Pe3nCTEeHTHOCTI
[0 iHeKUid 3 XPOHiuHMM nepebiroM ocTaHHix. [Npu upboMmy ic-
HYIOTb 3aranbHi pucH, xapaktepHi ans neexoi rpynu MIAC. Mpu
NOpPYLUEHHI FyMOpaNbHOro iMyHIiTeTy nepeBakaloTb OaKTepianbHi
iHpeKLii, BUK/IMKaHi cTadpiNoKoKaMK, MHEBMOKOKaMK, CTPENTOKO-
kamu, Haemophilus influenzae. YytnuBictb O eHTepokoKiB Ta
rpamMHEraTMBHUX MiKpOOPraHiamiB BuWpakeHa MeHwe. Yactorta
BIPYCHWX iH(peKLil HeBHUCOKa, nepedir AUTsauMXx XBopob BipycHOT
eTionorii He Mae ocobnusocTei. BxigHumu BopoTamu iHderuii
CNy)kaTb TaK 3BaHi "KOHTAKTHi MOBEpXHi"' opraHiamy: LWKipa, Au-
Xa/lbHi LUAXH, LLTYHKOBO-KULIKOBUK TpakT. KniHiuHO BUAiNsoTh
CUHAPOM 3 NPOABaMM OTITY, CHHYCITY, BPOHXITY Ta PELMAUBYOUMX
iHPeKLiM AMXaNbHOI CUCTEMM; LUTYHKOBO-KWULLUKOBUM CUHILPOM 3
XPOHIYHUM EHTEPOKOJITOM; CMHAPOM CENTUUEMIl 3 THIMHUM ypa-
JKEHHSIM LUKIpHW, MEHIHFITOM, apTPUTOM, OCTEOMIENITOM.

Mpy pedekTax KNITUHHOrO IMyHITETY YacTile BiAMiYaeTbcs
BipycHa Ta rpubkosa iHdekuis. Jns KombiHoBaHUX iMyHomAediLm-
TiB xapakTepHa iHdeKuia sk 6akTepianbHoi, Tak i BipycHOI Ta
rpMbKOBOT NPUPOAM 3 Ly>Ke TSHKKUM nepebirom, 4acTo NPUUUHOID
3axBoptoBaHHs € Pneumocystis carinii. BpoHxonHeBMoHiIT Hepigko
NPUBOASATb A0 NETa/IbHOMO KiHLUS, KWLLKOBI iHdpeKLii cynpoBog-
YKYIOTbCSl 3arpO3/IMBUM LIS XKUTTSI TOKCMKO3OM.

Hiarnoctuka MIAC 6a3yeTbesa Ha ciMelHOMY aHaMHesi (MOX-
NWBI NOBTOPHI BUNaAKM 3 NOAiGHOIO KNIHIYHOIO KapTUHO), BifO-
MOCTAX NPo 0cobanBoCTi nepebiry iHeKLiMHUX NPOoLECiB (3aTaxK-
HWW, peuuIuBYIOUMH XapaKTep, MOXJ/MBa XPOHi3auis BXe npu
nepLIOMy eni3ofi 3axXBOPIOBaHHS, Ma€ Micle Cnabkui edekT iH-
TEHCUBHOrO NiKyBaHHs). [Matonoria guxanbHoi cuctemu npu MIAC
He Ma€ cneuundiku HO30/10riH, Le MOXYTb BYTH rocTpi Ta XPOHIUHi
BPOHXITH, BPOHXOMHEBMOHIT, AECTPYKTUBHI MHEBMOHII, NNEBPITH,
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iHTepCTiLianbHi MHEBMOHIT, aCTMAaTUUYHWUI BPOHXIT Ta iHWI KAiHiYHi
BapiaHTW 3axBOPIOBaHb JiereHb, asie 0bOB'A3KOBOI € HasBHICTb
e xo4a 6 OAHOro BOTHMLLA XPOHIYHOI UM peuuanBytoHoi iHeK-
LiT Ta HeiH(eKLiMHI CUMNTOMW — 3aTpUMKa (Pi3UYHOTrO PO3BUTKY,
CTiMKI abo MMHyL 3MiHM MOKa3HWKIB nepudepiiHol Kposi. B
uinoMmy, TaKiCTb nepebiry GpoHXonereHeBMx 3axBopioBaHb, IX
peunamBylOUMiA Ta MPOrpecylounid XapakTep, CynyTHi 3axBOpio-
BaHHSl, PE3UCTEHTHICTb iHPEKLiMHOro npoLecy Lo 3araibHONPUK-
HATHOI Tepanii Ta KAiHIYHWI edeKT iMyHoTepanii NOBUHHI OyTH
NPUBOAOM [AJ15 MPOBELEHHS CreuialbHUX iIMMYHOJIOTIYHUX BOCHif-
>KeHb Ans piarHoctuku moxknusoro MIAC Ta yTouHeHHs Tvny pe-
oeKTy IMyHHOI CHCTEMM.

Cepeg Hozonoriunnx dopm MIAC suginsotbes:

nepBMHHa 3uensieHa 3 X-xpoMocomoto aramarnobyniHemis
BpyToHa (piseHb rama-rnobyniHy He nepeswuwye 1r/n), imyHoae-
iumT IgG 3 rinepnpoaykuieto IgM, BpogskeHa aucramarnobynive-
mis, cuHapom Hesenosa abo animcourtos (KinbkicHa i skicHa
HeAOCTaTHICTb NiMOLMTIB NpU HOPMasbHOMY PiBHI iIMyHOr106Y-
NiHiB), cUHAPOM MikpogdeneLlii xpomocomu 22 abo cuHapom [Li
IbxoppmKi (BpomrkeHa BiACYTHICTb 3arpyfAuHHOI Ta napaiiuTono-
LiBHUX 3aN103 3 rinoKasnbLeMiElo, BPOAKeHi Baau cepls, 0cobnu-
BOCTi OYyAOBM Nuus, NopylleHHs AudepeHuiauii T-niMcoumTis),
aramarnobysiHeMis LWBEMLAPCbKOro THNY abo atumosiMdonnasis
(BediumMT BCiX Knacis iMyHOrnoByiHIB, NiMOLMTONEHIs, BiACYT-
HICTb NiMOIAHOI TKaHWHK, rinonnasis Timycy), cuHgpom Jlyi-bBap
(aTakcis, TeneaHriekTasii, HeLOCTATHICTb FyMoOpasibHOro Ta KJi-
TUHHOrO iMyHiTeTy — pediumt IgA i IgE, rinonnazis Timyca),
cungpom Bickotta-Ongpiva (TpomboumTtoneHis, eksema, aediuut
IgM npu Brcokomy piBHi IgA Ta HOpMasIbHOMY YM BUCOKOMY PiBHi
IgG, atpodpisi TiMycy i nimcpoigHoi TKaHuHK), cuHapom lypa (Tu-
MoMa 3 aramarnobyniHeMmielo) Ta iHLwi.

MYKOBICLUHXAO3

CyTTeBe NigBHLLEHHS CepelHbOI TPHUBAIOCTI XKUTTA XBOPHX Ha
mykoBicunaos (MB) no 40 i Ginblwe pokis Npu NOKpaLlaHHi SKOCTi
iX XWTTS B PO3BMHEHMX KpaiHax CBiTy, YOro He MOXHa cKasaTu
npo YKpaiHy, NOSCHIOETLCS HEe JIWLLE OOCATHEHHAMMW Cy4acHOi Mo-
nekynsipHoi Gionorii, GiotexHonorii, dhapmauii, TpaHcnaaHTonorii
Ta iH., ane 1, B NepLly 4Yepry, 3aBAsKW CTBOPEHHIO CTPYKTYPOBAHOI
Mepexi cneuianisoBaHux uUeHTpie MB, HanarofykeHHIO 4iTKOI cUC-
TEMU PaHHbOrO BUSBIEHHS XBOpUX Ha MB Ta cBoeuacHoro, noc-
TIMHOrO, AOCTaTHLOTO iX JliKyBaHHS 3a Y3rof>KEHUMMK NPOTOKOIaMH.

Hamu 8 1999 p. 6yno pospobneHo npoekT Yroam oo aiar-
HOCTHKM, niKyBaHHA Ta npodinaktuku MB. 3a ocHoBy uboro
npoekty 6ynu Baati pekomeHgauii BOO3, y3romKysanbHUX KOH-
hepeHuin PyHpauii MB Ta midkHapopaHux rpyn MB.

3Barkatouu Ha Te, Wo Yroaa 3aexau 6asyeTbcsi Ha peanbHUX
MO>/IMBOCTSIX KpaiHW 3 ypaxyBaHHAM OCOB/MBOCTEN CHCTEMM
MeAWYHOI [OMOMOrM HaCENEHHIO Ta MOTOYHOrO CTaHy TEXHIYHOro
Ta MarepiasbHOro 3abesneyeHHs [iarHOCTUYHO-/IKYBaIbHOrO
npouecy, B NPOEKT, IKUWA NPOMNOHYETbCS, HE BKJIIOYEHO AesKi Me-
TOLM AiarHOCTUKM i NiKyBaHHS, siKi pEKOMEHAO0BaHI Mi>kHapOAHWUMM
KoHceHcycamu, ane e He BNpoBafXeHi B NpPaKTWKy B YKpaiHi.
Cepep, HUX CKpiHIHI HOBOHapomXeHUx Ha MB 3a ponomoroto imy-
HOPEAKTUBHOIO TPMUMCIHY YW MOJSIEKYNSAPHOI AiarHOCTUKKW MyTauin
B8 TPBM reHi, BU3HaueHHs pi3HULI Ha3anbHOrO TpaHceniTenianb-
HOro noTeHLiany (xoua Ui MeToAM NO3HayeHi fK KpuTepii Agiar-
HocTuku MB), npoBeseHHs NOTOBOT NPOBH 3 BUKOPUCTAHHSAM CHC-
Temu Macroduct Ta aHanizatopa Wescor, TpaHcniaHTaLis fiereHsb,
neyiHKW, [OBroTpuBani B/B iH(Y3ii aHTMOIOTMKIB B AOMALUHIX
yMOBax 3a [OMOMOrol0 crelia/sibHUX iMMIaHTOBaHWX MPUCTPOIB,
BUKOPWUCTaHHA JliKiB, sKi He 3apeecTpoBaHi {dapmkomiTeToM
YKpaiHu i BiACYTHi B anTeuHin mepexi, Towo. [ouinbHicTb i MOX-
JIMBICTb iX BUKOPUCTAHHSA MOBMHHA BUPILLYBATUCb B YCTAHOB/IEHO-
My NOpPsAAKY, a NpU 3aTBepPAyKEHHI BiANOBIGHUMU OpraHaMu BOHM
MOXyTb ByTu BBEAeHi B Yrogy, sika i NponoHYETbCA ANS 3aTBepA-
>KEHHSA Ha 3'i34i nynbMoHosoriB i dpTusiaTpie YKpaiHu.

BuzHaueHHs 3axBopioBaHHsA. Mykosicumpos (MB) — ue
HaMbiNbL MOLMPEHE MOHOTeHHe CMafKoBe 3axBOPIOBaHHS 3
ayTOCOMHO-PELIECMBHWM TUMOM YCMafKyBaHHS, K€ MOXKHa Xapak-
Tepu3yBaTH K YHiBepcasbHy ek3okpuHonaTito. OCHOBHUMMK Nposi-
BaMM MB € XpOHiUHMH OBCTPYKTMBHWI MPOLEC B OMXaNbHWX
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Ban 3aranbHa aKTUBHICTb

25 HopManbHa aKTHUBHICTb i
npaue3patHictb birae. Pery-
NIIPHO BiABIAYE LKOAY.

20 HepocrtaTHs BUTpMBaicTb,
BTOMa HagaBeuip. lo6pe
BiJBiAYE LUKONY.

15 CxunbHicTb A0 nepeps Ha
BiAMOYMHOK Ha MpOTA3i AHS;
WBHUAKE BTOMJIEHHSA Nic/s
Hanpyru. ObmexkeHa 3paTt-
HICTb BifBiLYBaTH LUKOAY.

10 3HauHa cnabkicTb, WwWBHUaKe
BTOMAeHHA. Mpuctynu
Kawno. [loBri nepepsu Ha
BiAMNOYUHOK. YUMUTbCS TisIbKK
BAOOMa.

5 OpronHoe. Jlixxkoeui abo
HaniBiXXKOBUH PEXHUM.

BanbHa ouiHKa cTaHy XBOpPUX Ha MyKOBicLMA03

KniHiyHi nokasHuku

Kawenb BiACYTHIW, yacToTa NynbCy i
[LMXaHHsi HopMmasnbHi. HopmasnbHa cratypa.
B nerexsx cisukanbHUX 3MiH Hema.

lynbc i guxaHHs B CNOKOT HOpMalbHi;
pifkKo Kawesnb abo BigKalNOBAHHS.
KictkoBsi nedopmauii BigcyTHi. B nerensx
3MiH HeMae.

MNepiognuHo Kaluenb, nepeBaXHO BpaHLyi.
YacTtoTa gMxaHHSA NniABULLEHA, JlerKa
emdizemMa. XpHUnu B NIereHsx HemocTinHi.
MNMouatkoBa fedopmauis rpynHOT KAITUHK
Ta nanbuis — "6GapabaHHi nanuuku'.
Yactuh Kawesib 3 XapKOTUHHSAM. 3HauHi
Taxikapgis i 3aguwka. MNomipHa emdi-
3ema. flechopmauis rpyaHoi KAITUHK.
Bosori Tpickydi Xxpunu y Benukin Kinb-
kocTi. "BapabaHHi nannuku'.

TaXKKWH, npucTynonoaibHui Kawenb.
TaxinHoe, TaxikapAis, 3Ha4Hi 3MiHU B
JIereHsx; O3HaKW HeJJOCTaTHOCTi NPaBoro

Di3nyHuK cTaH

Maca i 3picT Buwe 25-ro nepueHTins.
Ctyn ohopMiEHUH | MepeBakHO HOp-
MasibHWH. TOHYC M 53iB JOCTaTHIN.
Maca i 3pict mi>xx 15-m i 25-m nepueH-
tinem. Ctyn 1—2 pasu 3 HeBeIMKUMH
3MiHamu. M'si30BMI TOHYC fOCTaTHIN.

Maca i 3pict Buwwe 3-ro nepueHtins. Ctyn
3—4 pasu, Mano oopMieHHH. 3nerka
36inbleHni xuBiT. MoraHui M s308ui
TOHYC | PO3BUTOK MYCKY/aTypu

Maca i 3picT HWXKUe 3-ro nepueHTins.
06'eMHuit, HEOPOPMEHHH, 3 NOraHUM
3anaxom, >XupHui ctyn. O6suchi, KBoi
M s3u. MomipHe 36inbLUeHHS K1BOTA

Maca pi3ko 3HW>KeHa A0 AUCTpodil,
BigcTaBaHHs B 3pocTi. CunbHe 36inb-
weHHs xueota. O6'€MHUI, YacTUi, >Kup-

PeHTreHoIornuHi 3MiHW

JlereHesi nons uucri

HesHauHe nocuneHHs GPoOHxo-
CYAMHHOTO MaslloHKY, nouart-
KoBa eMdizema.

Heeenuka emdizema 3 ginsHka-
My aTtesiekTagis.[lomipHe nocu-
NeHHsi BPOHXOCYAMHHOIO Ma-
JIOHKY.

MomipHa emddizema, BenuKi
LiNAHKK aTeneKkTasis, 3ana/ibHUX
BOrHWwW,. HesHauHi GpoHxoek-
Tasu

3HayHi 3MiHW B NlereHsx 3 03-
HakamMu 6poHxianbHOi 06CT-
pyKLUii i 3ananeHHs. Atenexktasv

cepus. "bapabaHHi nanuuku'.

HMFI, 3 NoraHMM 3anaxom CTy/. Buna- yvactku nereHi, 6p0HXO€KTa3VI.

LiHHS MPSMOI KULWKH.

Mincymosytotbcs 6anu no 4 nosuuism. CraH ouiHioetbca: 86—100 6annos — BiaMiHHui, 71—85 — xopouwmi, 56—70 — 3aposinbHuit, 41—55 —

cpenHboi TskkocTi, 40 6anis i MeHwWwe — TAXKMI.

WnsAxax, WO CYNPOBOAXKYETbCSA PEKYPeHTHOK 6akTepiasbHo
iHdbeKLUi€lo, NOPYLUEHHs TPaBHOI CUCTEMU 3 HEJOCTATHICTIO eK30-
KPWHHOT (pYHKLii NigLWNYHKOBOI 3a/103M, NiABULLEHWIM BMICT efleK-
TPONITIB B NOTOBIN piauHi Ta 0BCTPYKTUBHA a300CnepMis y Yono-
BiKiB, WO OOYMOB/JEHa BPOAXKEHOIO areHesiclo CiM'SBUHOCHWUX
NPOTOKIB.

Etionoria MB. lMpuunHOlO XapakTepHUX NaToNoriYHUX 3MiH
B OpraHiaMi XBOpOro € HasBHICTb MyTaliil B 000X anensx rewa,
JIOKani3oBaHoOro Ha JoBromy nedi xpomocomu 7 (7q31). Len ren
KOHTPOJIIOE CMHTE3 TpaHCMEMBpPaHHOro peryisTopHoro Ginka my-
koBicunosy (TPBM), skui PyHKLIOHYE, SIK PErynbOBaHUM LMK-
NIYHUM afEeHO3iIHMOHOMOCKHATOM X/IOPHUM KaHa/l Ha aniKaibHiK
NOBEPXHi eniTeniafibHUX KNiTHUH.

MatoreHes MB. lNopyLleHHa TpaHCMOPTY iOHIB X/IOpy Yepes
anikanbHy Memb6paHy eniTefianbHUX KNITUH BHACNigoK MyTauii
reHa TPBM 36inbluye peabcopbuilo HaTpilo KAiTUHaAMM, 3MiHIOE
€/1eKTPONITHAM CKNaj Ta 3HEBOJHIOE CEKPEeT eK30KPUHHUX 3a/103,
LLLO | BUCTYMNA€E NPUYMHOIO NaTOi3ioNOoriYHMX NPOLIECIB B OpraHi3-
Mi i PO3BMTKY OCHOBHWX KJiHIYHMX NPOSBIB.

Knacudikauis MB.

° MB 3 naHKkpeaTH4HOIO HepoOCTaTHICTIO.

e MB 6e3 naHKpeaTMuHOI HEJOCTATHOCTI B T.u.

nepBUHHO reHiTanbHa dopma 3 BBACH
(BpomykeHoto binatepasibHoto
annasielo CimM'sBUHOCHOI NPOTOKHK)

e  Atunosi dpopmu

Tsasxkicte nepebiry MB. CryniHb TS>KKOCTI BU3HAYa€Tbcs 3a
ouiHouHoto Wwkanoto LLsaxmaHa-Kynbunubkoro.

NiarHoctuka MB. [iarHoz MB BBarkaeTbcs [OCTOBipHUM
npW HasBHOCTI ABOX KpuTepiiB (xoua 6 no ofHik 3 noauuin). Kpu-
Tepii giarHoctuku MB.

1. OgHa um Binblue xapaxkTepHa 3MiHa deHoTHNy, abo

3axBoptoBaHHs Ha MB Gpartis uM cectep (cimenHuit aHamHes)
naioc

2. NigguLLeHa KOHLEHTpaLis X/I0PUAIB NOTY, OfAepPXKaHWX MNpu
npoBeAeHHi NifloKapniHOBOro ioHTod)ope3dy B [ABOX uM Oinblue
aHanizax, abo

ineHTUdikauia aBox mytauiv B TPBM-reHi.

Xapakmepni 0ns MB 3minu gpeHomuny, ski matome Oiae-
HOCMUYHE 3HQYEHHS.

1. XpoHiuHe 3axBOplOBaHHSA AWXaNbHOI CHUCTEMM,
MaHipecTye sK:

AKe

a) XPOHIYHUN KalleNb 3 BUAINEHHAM B I3KOrO XapKOTHUHHS;

6) nepcucTyloua KONOHI3alis/iHbeKLis AWXanbHWUX LASXIB
TUNOBUMMKU Ans MB natoreHHUMH MikpopraHiamamu (Staphylococcus
aureus, MyKOIZHWMM Ta HEMYKOIAHWMM LWTamamu Pseudomonas
aeruginosa, Burkholderia cepacia;

B) NMEPCUCTYIOUI 3MiHW Ha PEHTreHorpaMi opraHis rpygHoi Kii-
THHU (Hanp. GPOHXOEKTa3W, aTefieKTasu, iHQINbTpaTH, rinepiH-
nauis);

r) oBCTPyKLiA AMXaNbHUX LUASXIB, KA NPOSABASETbCA CBMC-
TOM Ta NepepuBYACTUM [UXAHHAM;

[l) HOCOBI NONINM; CiHYCIT aB0 PeHTreHONOoriyHI 3MiHU B napa-
HasaslbHWX CiHycax;

€) pecdopmauii gUCTanbHKUX hanaHr nanbuis y Burnsgi 6apa-
GaHHWX NaJIMuOK.

2. 3MiHM B TpaBHIM CUCTEMI Ta XapyoBOMY CTaTycCi, a came:

a) B KMLUKOBMKY: MEKOHiasbHWi ineyc, CMHAPOM 0BCTpyKLii
LWCTaNIbHUX BiOAINIB TOHKOI KMULWKK (EKBiBaJIEHT MEKOHiaNbHOro
ineycy), BUNagiHHS NPsSMOI KULLKM;

6) B NigWAYHKOBIM 3an03i: naHKpeaTWyHa HEAOCTaTHICTb 3
TUMOBWUMUW 3MiHaMK CTYyNy, PEKYPEHTHUI MaHKPeaTuT;

B) B MeYiHLi: KAiHiYHI abBo ricTonoriuHi NPosBKU hOKaNbHOro
GiNiapHOro LUMPO3y YK MYJIbTUNOBYNSPHOrO LMPO3Y MeYiHKK;

r) NOPYLUEHHS] Xap4yoBOro CTaTyCy: MPOSBU HEAOCTaTHbOro
3aCBOEHHSI KOMMOHEHTIB Ki (AediuuT Macu Ta JOBXKMUHM Tina Bia-
HOCHO Ha/IEXKHUX 3a BiKOM);

n) rinonpoteiHeMia 3 HabpsAKaMu Ta aHeMi€lo, BTOPUHHUI ae-
PILUT XKMPOPOIYMHHUX BiTaMiHIB.

3. CMHOPOM roCTpOi BTPaTH COJi, XPOHIUHWI MeTaboniuHuii
anKanoas.

4. O6CTpyKTUBHA a300CNEPMIs Y YOJOBIKIB, siKa NoB's3aHa 3
BPOPKEHOIO BinatepasbHOO annasielo CiM SBUHOCHOI MPOTOKH.

KpiMm nepepaxoBaHMX BuLLe XapaKTePHWUX 3MiH heHOTHMY Yy
XBOpUX Ha MB MoyyTb GyTH iHWI KAiHiYHI NpOsBM, sKi gonoma-
raloTb 3anifo3puTH Len giarHos. [Jo HWUX Hanexkatb:

B PaHHbOMY IMTMHCTBIi — COJIOHa Ha CMakK LUKipa,

— [yXKe LUBMIKE BMHWKHEHHSI 3MOPLUOK Ha nasbusx y BOAi,

— 3aTpuMMKa MNpUpOCTYy Macu Yy [OUTUHM 6e3 HasBHOCTI
cTeatopel,

— 3aTshHKHa OOCTPYKTUBHA YKOBTSHULS,

— nceBpo-batnep cuHApPOM 3 rinoHaTpeMieto /rinokaniemieio
Ta MeTabosiYHUM anKkasosom,

YKpaiHCbKUH nynbMoHonoriuHui xypHan. 2003, Ne 1
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— TeMOJIiTUYHA aHeMis 4Yd HabpsiKM, O CYNPOBOMXKYIOTb
Zediumnt BiTaminy E,

— acTMma;

B Ni3HbOMY AWTUHCTBI — 3HWXKEHHS TONEPAHTHOCTI JO Ito-
KO3W 3 MNOJAINCIE, NOMiypiEld Ta BTPATOO Macu Tina,

— 306iNbLUEHHS NeYiHKH,

— nopTanbHa rinepTeHsis 3i cnaeHoMmeranielo Ta BapUKO3-
HUM PO3LUMPEHHSIM BEH CTPABOXOAY,

— MasMi 3picT, 3aTpuMKa nybeprary.

KniHiyHa piarHOCTMKa 3 BUKOPUCTaHHSIM Mapak/iHiYHUX AocC-
NiI>KEHb BWU3HAETbCS OCHOBHWM KPWTEPIEM MPW BCTAHOBJ/IEHHI
AiarHosy MB.

BigcyTHicTb xapakTepHux 3MmiH dheHoTHny, abo Ay>ke mana
CTyNiHb X BUPaXKEHOCTI MOXe MaTu MicLe y xBopux Ha MB 3 ner-
KUM nepebirom xeopobu, npu atunosux opmax MB Ta B nepiog,
SIKMW nepenye KAiHIYHIM MaHidhecTauii 3axBoploBaHHS.

Cimednud aHamres. Y ocib, aki MaioTb (B0 Manu) pigHWX
6partis uM cectep xBopux Ha MB, icHye pusunk B 25 % Tex Bytw
xBopuM. Tomy Bci cibcu xBoprx Ha MB nignaraiotb npuckinaveo-
My KNiHIYHOMY OBCTeXKeHHIO, NPOBeeHHI0 NOTOBOI NPobK Ta Mo-
NEKYNAPHOI LiarHOCTUKKU (y BMNAAKy iHPOPMATUBHOCTI KOHKpeT-
Hoi cim'T).

[TomoBa npoba. Leh tect € "3onotum craHgaptom” B giar-
Hocthui MB. Knacwunuii metog 3a lNbcoHom-Kykom nonsrae y
BM3HaueHHI KOHLEeHTpauil ioHiB xs0py Ta Hatpito (abo suwe xsio-
py) B nopuii NoTy, AKMA OLEpP>KYIOTb BUKJIIOYHO B CTaHOAPTHIW
npouenypi ioHocopesy 3 ninokapniHoOM.

MosuTueHOIO noToBa Npoba BBaXKAETbCS NPW KOHLEHTpauil
xnopugie 6inbwe 60 mMexs /N, cymHisHolo — npu 40—60 meks/n,
HeratueHoto — npu 40 Meke/n i MeHwe. [liatHOCTUUHY 3HauM-
MiCTb Ma€ MO3WTUBHWIM pe3ynbTar B LBOPa3oBoMy, abo Oisblue
NOBTOPI 3 IHTEPBA/IOM MiXK aHasli3aMu B ABa TWXKHI, MPW MiHIMasIbHiH
KinbkocTi noty B 100 Mr, npu NpaBuIbHOMY TEXHIYHOMY BUKOHaHHi
KBaJli(pikOBaHWM MepPCOHa/IOM, Y MOBHIM BiANOBIAHOCTI 4O CTaHAAPT-
Hoi MeToamku. KoHueHTpauis xnopuay 6inbwa 3a 160 meks/n €
(pi3i0NOriUHO HEMOXKIMBOIO, TaKWW pPe3y/bTaT CBiguYMTb NpPO no-
MWJIKK B OLEP>KaHHI MOTY UM NpU MOro aHanisi.

Mdanblu-HeratueHoO Moxke 6yTH npoba y xsopux Ha MB 3 ri-
nonpoTeiHeMielo Ta HabpPAKaMM, NPU NPUIOMI AEAKUX aHTUBIOTHKIB.

Y xBopwx y Bili fo 3 MicauiB AiarHOCTUYHWK piBeHb X/IOPHAIB
NOTYy HUXYWK i cTaHOBUTb 40 MekB/n.

Ddanbw-nosuteHa npoba Mae Micue NpU HasBHOCTI TaKUX
BiAMiHHMX Big MB 3axBoptoBaHb, Ik HaAHUPKOBA HELOCTATHICTb,
HeporeHHU Heuykposui gpiabert, Hedpos, cuHapom Mopiaka,
rinoTMpeo3s, MyKomnoicaxapuaos, eKToaepmasbHa gucnnaais, rii-
koreHo3 Il Tuny, dykosinos, Tsxkka AUCTpodis Ta HepBoBa aHo-
pekcis, ciMeWHWIM xonectas, CiMeMHWM rinonapartipeoiguam, BlJI-
iHdbeKuis.

Mpw atunosii dopmi MB notoea npoba Moxke ByTH HopMasb-
HOIO UM MeXXylouolo 3 HopMmoto. OnucaHi neBHi BUMAM MyTauik B
TPBM reHi, siKi cynpoBogyKyloTbcs HopMasibHOWO abo 6/1M3bKOoto
[0 HOPMH KOHLEHTPALIEID X/IOPUAIB MOTY.

TaKkMM UMHOM, NO3MTHBHA NOTOBa NPoba B GiNbLIOCTI BUNAAKIB
npW HasBHOCTI xoua 6 oAgHOro KhiHiuHoro nposisy MB ninTeepa-
XKye piarHo3. Ane HeraTMBHa notosa npoba He O3Hauyae BifcyT-
HocTi MB y xBoporo.

[0enmugpixayis 0Box mymauiti 8 TPBM eewni. MytauinHui
aHania NpoBoAMTbCS B CrewjanizoBaHux nabopatopisx. Ak mare-
pian ons opepykaHHs OHK yacTiwe BUKOpPUCTOBYIOTb KPOB (LisIbHY
KPOB 3 fofaBaHHAM renapuHy ui ELTA B 3anexxHocTi Big meTtony,
UM NASAMKU KPOBI Ha cneLjiasibHOMy (DisIbTpyBasIbHOMY nanepi), Knitu-
HW ByKanbHOro enitenito, 418 NpeHaTa/bHOI Ta NpeiMnaaHTaLinHOl
LiarHOCTUKM —  KNITUHW XOpIOHa, aMHiOHa, NnaueHTH, OKpeMi
6nactomipu. 3 monekyn [OHK, sk npasuno, 3a fonomoroto nonime-
pa3HOi NaHLIOroBoi peakuii ofepyKyloTb barato Konii, micas Yoro
aHani3yloTb HasBHICTb i BMA MyTauin B TPBM reHi. 3apa3 sigomo
6inbwe 1000 pisHoBMAiB MyTauii. HakuacTiwe 3ycTpiuaeTbes
MyTauis, wo Byna igeHTUdpikoBaHa nepwoto — DF508, Habarato
pigwe G542X, W1282X, N1303K, R117H Tta iH. BcraHoBneHHs
BUAY MyTaLiM Ma€ He NIWLLe AjiarHOCTHYHe (MigTBEPAXKEHHS AiarHo3y
MB [0 uM nicns HapoIYKEHHSI XBOPOro), asie M fesiKe NPOrHOCTUYHE
3HayeHHs (iCHYEe NeBHa KOpensLis reHoTMn — (PEeHOTHN).
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Xeopi Ha MB, wo MaioTb B 060X anensx ofHaKoBi myTauii,
€ roMO3WrotTam, a Ti, WO MaloTb Pi3Hi BUAM MyTalild B [BOX
anenax TPBM reHa — komnayHaoHUMM (36ipHUMM) reTepo3uroTa-
mu. Batbku xBoporo Ha MB B nepesaykHit 6iblIOCTi € reTeposu-
roTHUMK Hociamu TPBEM rena.

B npoueci nigtBepmkeHHa piarHody MB BusiBneHHs [BOX
myTauii. TPBM reHa B 06ox xpomocomax 7 € BUCOKO creumdiu-
HWUM, ane He AyXe YyT/JIMBUM TecTOM. TOMy NpW HasiBHOCTi ABOX
MyTauii giarHo3 MB y KOHKpeTHOro nauieHTa BBaXKaETbCS BCTAHOB-
JIEHWM, a HEBMUSIB/IEHHS iX He O3Hauae BiACyTHOCTI y xBoporo MB.

BusiBnenHs amunoBux gpopm MB. ATunosui cpeHOTUN Npu
MB BkJlo4ae XpOHiuHE 3aXBOPIOBAHHS LUXa/IbHOI CUCTEMMU Pi3HOI
TSXKKOCTi, HOPMaJIbHY EK30KPUHHY (PYHKLIO MiALWTyHKOBOI 3a/103M
Ta HopManbHUK (<40 MMONb/N) UM MEXYIOUMH 3 HOPMOIO BMICT
xnopupy noty. TakoX A0 aTMNoBOi (DOPMH BiZHECEHO BHUMNAAKH,
KOJIU NaLiEHT MaE JMLIe EAUHWUM KIiHIYHWK NposiB (Hanp. naHkpea-
THT, YP@KEHHSA MEUiHKU, CUHYCIT UM iH.). Y TakMX XBOPUX NOTPIBHO
NPOBOAMTH MPUCKINAMBE KAiHIUHe, peHTreHonoriuHe Ta nabopa-
TOpHE OBCTEXEHHS:

1. MikpobionoriuHe [OCNIAXKEHHS BUAINEHD AUXANbHUX LLNAXIB.

2. Mowyku BpoHxoeKTasis:

— [LBOMipHa peHTreHorpadis;
— Komn'loTepHa ToMorpadis.

3. BuBueHHs cTaHy napaHasasbHWX CUHYCiB — [BOMipHa
peHTreHorpadis:

— Komn'toTepHa Tomorpadis.

4. KinbkicHe [OCHigXKEHHSI 30BHILIHBOCEKPETOPHOT (PyHKLT
nigLWnyHKOBOI 3a/103U Mo enactasi Kany.

5. OBCTe)KeHHA YOMOBiUMX CTaTEBUX OpraHie — Cnepmo-
rpama:

— yposioriuHe 0BCTEXEHHS;
— ynbTpacoHorpadis;
— bioncia seuka.
6. Buk/toueHHs iHWKWX piarHos3is :
— anepris;
— iMyHonOriuHi npobnemu;
— MOPYLLEHHSI CTPYKTYPH Ta (PyHKLi BiliyacToro enitenito;
— iHdpeKuis.

MiapcymkoBuWit giarHocTHuHMik anroputm MB. Ona 6inbwocri
nauieHTis 3 MB piarHo3 nepenbauaetbcsi o HasBHOCTI oaHiel abo
Gislble XapaKTepHUX KAiHIYHWMX 3MiH, Y4 3axBopitoBaHHA Ha MB
cibecis. AHomanbHa dyHkuis TPBM rena 3suuaiiHo foKyMeHTanb-
HO MiATBEPIXKYETbCS [OBOMA TECTaMW NiABMLLEHOI KOHLEHTpaLii
X/IOPUAIB NOTY, NPOBEAEHUMU B OKPEMI [Hi, uu ifeHTUdiKauieo
ngox MB mytauii. Kniniunmii giarHos npofosxkye notpebysatu go-
[ATKOBUX 3yCW/b y BUNaAKY, KOJIM NauieHT Mae TMNnoBsi abo atvno-
Bi 3MiHW (peHOTHNY, ane He nigTBepmKeHa aucdyHKuis TPBM rexa.

OcHoBHi 3acagu 6a3ucHoOi Tepanii

1. MNaHKkpeaTHyHa HELOCTATHITL 3yMOB/IEHA MOP(ONIOTIYHUMH
HE3BOPOTHIMK 3MiHamMK B 3a/103i (KicTohibpo3), wo noTpedye
NOCTIMHOI, NOXXMTTEBOI, LOCTaTHbOI, afAeKBaTHOI 3aMicHOi dep-
MeHTOTepanii.

2. MNepBrHHI NopyLueHHs npoLeciB TpasneHHs npu MB HocsaTb
nepeBaXkHO XapaKTep MaslbOMrecTii, a BXXe BTOPUHHO BUHUKaOTb
ABuWwa Manbabcopbuii. TOMy MO3UTHBHUI edeKT 3acTOCYBaHHs
NiKYBaJIbHUX CYMILliB, SIKi MICTATb aMiHOKUCNOTH, TPUMILEpUaM Ta
YKMPHI KMCNOTK 3 CepeliHbOIO AOBXMHOIK JlaHLtora i MoHocaxapu-
M, y xBopux Ha MB 3akoHoMipHHUH.

3. Bucokuii BMICT iOHIB HaTpito i XJI0py B MOTi XBOPUX NpH3-
BOAMTb A0 HaAMIPHUX, a B AESKUX BUNaLKax [O KaTacTPOgiuHWUX
BTPaT LUMX MakpoenemeHTiB. [lonaTtkoBe BBeEHHs coni 3 ket
npu MB € 0608 a3K0BHM.

4. 3MiHu B NigWNYHKOBIK 3an03i npu MB, 3a AeskuUM BUKAIO-
UEHHSIM, HE HOCATb XapaKTepy 3anasibHUX, XBOPUH NoTpedye He
3MEHLUEHHA BMICTY >KUpiB, Bi/KiB, Byr1eBofiB, a IX PO3LLEnieHHs
€K30reHHUMHK pepMeHTamu. [lieTMUHe XapuyBaHHS XBOPHUX Ha
HeycknagHeHuin MB He noTtpebye Hisikux 0BMeXKeHb B aCOPTUMEH-
Ti NPOAYKTIB Ta cnocobi iX NpUroTyBaHHs.

5. XBopui Ha MB HapomKyeTbcsi 3 MaKpOCKOMIYHO HemoL-
KOPKEHUMU nereHsmu, B Tol yac sk 90 % nauieHTis ymupatoTb
BiJ, NMOpPYLUEeHb AWXa/IbHOI CMCTEMU UM iX ycKnagHeHb. Lle nepe-
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TBOPEHHSI 3yMOBJIEHE MOCTIMHWM BWAINEHHIM BPOHXiaNbHUMKU 3a-
nosamu npu MB rycrtoro, B'si3koro cekperty, sikKWit NOpyLUYE MyKO-
uiniapHUM KNipeHc, BUHUKAE XMOHe KoJo: 3acTii cnudy — obct-
pyKLis — 3ananeHHss — iHdeKuia — rinepcekpeuis ciuay. Ons
HefonyleHHs (DOPMYBaHHA XMOHOro Kosna noTpibHO MNOCTIMHO
PO3pigyKyBaTH | BUAANATU CNK3 i3 BpoHXiB.

6. MpreaHaHHa 4O 3anasibHOro NPOLECY B AWXAJIbHIM CUCTEMI
BMCOKOMATOreHHOi MiKpOg/IOpH, CXMMIbHOI JO MNOCTiIMHOI KoJo-
Hi3aLil, BUMarae 3acTocyBaHHS eheKTUBHUX aHTUBIOTHKIB He npwu
3aroCTpeHHi 3aXBOPIOBAHHS, a PErysiPHO, MIAHOBUMH Kypcamu.

7. 3aryLieHHs i 3acTiM >KOBUYi, CXMNIbHICTb [O YTBOPEHHS KOH-
KPEMEeHTIB B >KOBUYOBMAINbHIN cucTemi npu MB notpebye 3actocy-
BaHHS >KOBUYOTHHUX Ta renatonpoTEKTOPHUX 3acobis.

8. AnimMeHTapHi NpUUMHK pediuuTy BiTaMiHiB, B nepLly yepry
>KMPOPO3UMHHUX, Ta MIKPOEJEMEHTIB 3yMOBIOIOTb HEOBXiAHICTb
NOCTIMHOrO 3aCTOCYBaHHS MONIBITaMiHHWX Mpenaparis.

9. JlikyBaHHs XBOPUX HOLIIBHO MPOBOAWTH B amMBynaTopHHUX
yMOBax Mif, Harns4oM Ta KOHTPOJIEM 3a NPaBMJ/IbHICTIO BUKOHAHHS
pekoMeHaLil NikapiB perioHanbHUX LeHTpis MB.

basucHa Tepania MB

1. [lieta. PekomeHaoBaHo onep»aHHs 3a aoby 35—45 %
Kanopin 3a paxyHok xupy, 15 % — 6inky, 45—50 % — Byrne-
BOAiB. 3arafibHa KinbKicTb BifKie, >KUPiB B AEHHOMY palioHi no-
BuHHa ctaHoBuTH 100 % Bif HaneXXHWX 3a BiKOM, Byrnesogis —
125 %. XXupu nepesaxkHO pocnMHHOrO noxomykeHHs. Jonatkoso
cinb (NaCl) — po 3 pokis — 2—3 r/poby, nicns 3 pokie —
3—5r/noby. B »apkoMmy KnimaTti, npu rineptepmii, nocuneHomy
(pi3MYHOMY HaBaHTaXKEHHI Ta MOTOBWUAINEHHI — MiABULLEHHS [O3U
coni. OcobMBOCTI XapHOBOTO PEXHUMY — MPOAYKTU HE MOBMHHI
ByTHU 3HEXKMPEHUMMU; PeryasipHUi NPUHOM BKi 3 AOCTaTHbOWO Me-
PepBOIO MiXX HUMM; BarkaHo npuiom ixi BHoui (1—2 pasw).; goc-
TaTHA KiNbKicTb rpyboi KniTKoBWHK. pu HeobxigHOCTI 3acToco-
BYETbCS arpecyBHE roflyBaHHs 3a AOMNOMOrol0 Ha3o-racTpasibHOro
30HAy abo racTpocTomu.

2. 3amicHa depMeHTOTEpAnNis, WO CYNPOBOAXKYE KOXHWM
NPUHAOM iXKi, 3 BMKOPUCTaHHSIM MiKpOrpaHy/IbOBaHUX (PEPMEHTIB
MiAWNYHKOBOI 3a/103K B €HTEPOCONOBINbHIM 0B0NOHLi (KpeoH).

Loboea no3a supaxosyeTbcs no ninasi — 1—10000 og/kr/
[eHb B 3aNIEXKHOCTI Bif, CTYMNeHIO 30BHilLUHbOCEKPETOPHOI Hefoc-
TaTHOCTi MiAWYHKOBOI 3271034 | PO3NOMINAETLCA Ha KOXKHWM
NPUIOM TKi 3 ypaxyBaHHAM KisIbKOCTi Ta sKocTi (ocobnneo BMIcCTy
Kupy) ki, Kopekuis [o3u npoBoguTbCcs OO BiACYTHOCTI
HEMTPa/IbHOrO >KUPY B Konporpami, abo nigpaxyHKy KoegilieHTy
3aCBOEHHS >KUPY B 72-rOAMHHIM Konekuii kany. He pexkomeH-
LYETbCS 3aCTOCYBaHHSI BUCOKOKOHLIEHTPOBaHUX (PEPMEHTIB (KPEeoH
25 000) pitam po 6 pokis.

3. CneujanbHi nikysanbHi cymiwi (Mperectimin, MenTi-tOHiop) —
y AiTeH paHHbOro BiKY SIK OCHOBHWWM YW [OMOMIXKHUWA MPOLYKT
XapuyBaHHS, y CTapLUMX AiTed Ta JOPOCAMX — SIK AOAATKOBWM
nponyKT, GaxaHo Ha HiuHe rogysaHHs. [lo3a KOJMBAaETbCs B 3a-
NEXXHOCTI Bif BiKy i cTyneHio gediuuty macu Tina. [pu npuiomi
CyMilwi He noTpibHO 3acTocoByBaTh, abo C/if 3HU3UTU AO3Yy NaH-
KpeaTUuHWUX (hepMeHTiIB.

4. XXoByoriHHi npenapati — X0N0rorym, xonedioKe, CyMmiLli
TpaB 3 YKOBYOTIHHUM edpeKTOM.

Mpy xonectasi, xonenitiasi — ypcOAEOKCUXONEBA KWUC/IOTa
(ypcodbanbk) — 10 mr/kr/peHb Ha npotasi 6—24 wmicsauis go
3MeHLWEeHHsl, abo 3HWKHEHHS KOHKpemeHTiB. [lpu BigCyTHOCTI
edpekTy uepe3 12 MicsLiB — NiKyBaHHSA BigMiHSETbCS.

Mpu nosei kniHiuHWxX Ta Y3 03HaK LMpPO3y nediHku — S-age-
Ho3iN-L-meTioHiH (rentpan) — 20 mr/kr/peHb po3ginutv Ha 2
pasu; nouaTtkoeui Kypc B/ — 10—14 gnis, noTiM B Tabnetkax
B Tivt ke gosi — 10—20 gHis. Kypc noetoptotots 2—3 pasu Ha pik.

5. Mykonitukn — nocTifiHo, abo 3 nepepBaMu B AeKinbka
OHiB, ane He Ginble 7.

N-auetinuucrein (AUL, dnoimyuin) — 30 mr/kr/noby; gi-
tam po 2 pokis — go 150 mr/poby, 2—6 — no 300 mr/noby;
6—10 — 450 mr/poby; 10 pokis i ctapwi — 600 mr/po6y.

S-kapbomeTinuucrein (ectisanb, GBpoHKoknap) — Aitam 2—6
pokis go 750 mr/poBy, crapwi 6 pokis — o 1500 mr/poby.

Ambpokcony rigpoxnopua (nasonbeaH, ambpokcon) — gai-
tam 1,2—1,6 mr/kr,

Litam o 2 pokis go 15 mr/poby, 2—5 pokis — go 22 mr/po-
6y, 5—12 pokie — po 45 mr/poby, crapwi 12 pokie — pgo
150 mr/po0y.

MoxknuBo noefHaHHs amMbpokcony 3 aueTinuucreiHom abo 3
kapbouucTteiHoM. HebaxkaHo npuiMaTH aueTiNUMCTEIH pa3om 3
aHTUBioTMKaMK, noTpibHa nepepsa B 2 roguHW. AMBpOKCon Has-
naKku NOTEHLIOE Ailo aHTUBIOTHKIB, TOMY Kpallie 3aCTOCOBYBATH IX
OfiHOYaCHO.

®DopMK 3acTOCyBaHHSI MepepaxoBaHUX MYKONITUKIB — per
0s, B iHranauisx ta napeHtepasibHO. [iNepTOHIYHUI PO3UMH coni
(3 abo 6 %) B iHransauiax. KoxHHI XBOPWI NOBMHEH MaTH iHAM-
BiZlyanbHui iHranstop tuny Pari-Boy.

Mpu mekoHianbHoMy ineyci: opanbHo go 30 ma 20 % pos-
UMHy aueTinuucTeiHy Ha poby 3a 3—4 npuiiomu, B KniaMi — Ao
50 mn 20 % posunHy Ha 50 mn Boam.

6. Di3nyHi MeTOAW BUIANEHHS PO3PIiIXKEHOro 3a JOMOMOrolo
MYKOJIITUKIB XapKOTUHHA: BiOpaLifH1I Macaxk, NePKYCisi, KOHTaKT-
He [OMXaHHSA B APEHaXKHOMY MOJIOXKEHHI; TEXHIKA OYWLLEHHS [M-
XaNlbHUX LWNAXIB — AKTUBHWUM LMK OUXaNbHOI TEXHIKMU, ayTOreH-
HWUW OpeHaX, NO3UTUBHUM TUCK Ha BMAOXY, AWXaHHS 3 dnatepom,
[O30BaHWI NMOAOBXEHWH BUOWMX 3 OMNOPOM rybamu, Ta iH.; cne-
uianbHi Bnpaew, CTPMOKK Ha BaTyTi, BNpasu Ha M saui.

@i3znuHi MeToaM Mobinisauii Ta BUOANEHHA CAM3Y NPOBOAATL-
cs WwopaeHHo, npu notpebi 2—3 pasu Ha foby, 3a iHAMBIAyaIbHUMK
CXeMaMu.

7. AnTubioTukotepanis. lNpu BubBOpi aHTHOIOTMKA Bpaxo-
BYIOTb pe3y/ibTaTh MiKpOBiONoriuHUX AOCNIPKEHD CU3Y 3 AMXasib-
HUX LUNAXIB.

Mpu HasiBHOCTI Stph.aur. nepeBara BifAAETHCA aMOKCULMAIHY,
KJOKCaUWniHy, AiKNOKcauuniny, pichamniuuHy, Ledypokcumy, ami-
HOMMiIKO3MZaM, a TaKOX 3aCTOCOBYETHCS KO-TPIMOKCA30/1.

Mpu HassHOCTI Ps.aerug. Haibinbl edeKTUBHI Linpodiokca-
LMH, a3/ouinin, ninepayini, uedtasigiM, amiHornikosuam (tobpa-
MiUMH), iMineHeM, Ta iH..

Mpu BCcTaHOBNEHHI haKTy KOJOHI3auii AUXanbHUX LWAAXIB
Stph.aureus Ta Ps.aerug. 6axxaHo nnaHoBe NpoBefeHHs KypciB
LMNPOIOKCALMHY, U4 aMiHOMNIKO3UAIB, U4 NOEAHAHHS Ledaso-
CMOPUHIB 3ro MOKOJHHA 3 aMiHOMiKo3WaamMu. XOpoOLUHMK edeKT
noKasyloTb [OBroTPMBaJII KypCcH KOKCauusiHy per os Ta Tobpa-
MiLlMHY B iHransyisx.

8. MNonisiTamiHK B KOMMNEKcax, AKi MiCTATb BOJO- Ta XKMPOPO3-
YWHHI BiTaMiHW i MiHepanu (Se, Mo, Zn). KapHiTiHa rigpoxiopua,.

Mpodinaktuka MB. MNpu nnaHyBaHHi HAPOLXKEHHS OUTUHU B
cim'i, ne Bxe € uu Byna guTMHA xBopa Ha MB, HeobxigHo npo-
BECTH MOJIEKY/IAPHUM aHaNi3 3 BCTAHOBJIEHHAM TWMy MyTauik B
TPBM reHi y XBOpOi AWTUHW Ta y 0BOX UNeHiB NOAPYXKHbOI NapH.
Y Bunagky BcTaHOBNEHHs ABox MyTauid TPBM reHa y xsoporo
MOX/IMBA MpeHaTtasibHa abo nepeaiMniaHTauiiHa JAiarHoCTHKa
FeHOTWNY MaWbByTHbOI AUTMHU 3 HAPOMXKEHHSM 3[4OPOBMX [iTeM
rOMO3UrOTHUX MO HOPMaJIbHOMY afiefio Ta reTEPO3UrOTHUX HOCITB
MyTauii.

Y BunagKy igeHTWUdiKaLii Mwe OfHiEl 3 fBOX MyTaui, ciM'sa
BB2XKAETbCA HariBiH(POPMATUBHOIO i 1M PEKOMEHAYETbCS [OAATKOBE
npoBefeHHs pocnigkeHb 3a gonomoroto MNAP®D-aHanizy. Akwo i
Ler MeTof He NiABULLYE iHPOPMATHUBHICTb CiM ' 1, PEKOMEHLYETbCS
HaPOMYKEHHS NIULLE OUTUHM, IKA HE HECe MATOJIOTIUHWM reH HaBiTb
B reTepoO3MroTHOMY CTaHi, abo NoTpibHe AOC/IAKEHHS aKTUBHOCTI
(PEepPMEHTIB aMHIOTMYHOI PigUHU NS BUSBIEHHA XBOoporo Ha MB
nnogy.

YKpaiHCbKUH nynbMoHonoriuHui xypHan. 2003, Ne 1



