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OCHOBHbIE MPUHLUMUIMbI IEHEHUA BOJIbHbIX

C HEMENIKOKNETOYHbIM PAKOM JIEFTKOIO

JNleueHne 6GOMbHbIX HEMESIKOKNETOUYHbIM PaKOM JIEFKOro
(HMPJ) npeancTaBnsieT ogHy U3 Hawbonee CnoxkHbix npobsem B
K/IMHUYEeCKOM oHKonoruu. lMpexae Bcero, aTo CBA3aHO ¢ 0COBEH-
HOCTSIMWU 3TOW OMYXOJ:

* HMPJ1 3aHumaeT nepsoe MecTo no 3abonesaeMoCcTH U
CMEPTHOCTH CPeAu BCEX 3/10KaueCTBEHHbIX HOBOOBPa30BaHHii;

* 8 70 % cnyuaee HMPJ1 BbisiBAsieTca npW 3HAYWUTENIbHOM
MeCTHO-pervoHapHoM pacnpoctpaHeruu (IlIB ctagusa) v Hanuuum
OTAANEHHDBIX METacTa30B;

* HMPJI ManouyBCTBUTENEH K CYLLECTBYIOLUM CTaHAAPTHbIM
MEeTOLaM JiedeHusl.

C mopdonoruueckor Touku 3penusi, HMPJ npeacrtasnsiet
coBON HEOAHOPOAHYIO TPYMMy, BKIIOYAIOLWYIO afeHOKApLUHOMY,
MOCKOKNIETOUHbIN U HeaUDEPEHLMPOBaHHbIM paku (KpynHOK/1e-
TOYHbIM, CMELLAHHOK/IETOUHbIN, OPOHXOaNbBeoNsAPHbIN). OHKU 06b-
enuHsiotca B ogHy rpynny HMPJ1 B cBsisu ¢ oTcyTtcTBUMEM NpuH-
LMNUAbHOM Pa3HULbl B OCOBEHHOCTAX TEYEHHWS, NMPOrHO3e U ne-
uenuu. MporHo3 y 6onbHbix HMPJI B 3HauMTenbHoM cTeneHu on-
pepenser ctagus 3abonesaHus, C yBe/IMUEHUEM KOTOPOW MoKasa-
Tenu 5-neTHen BbIKMBAEMOCTH CYLLECTBEHHO CHWXKatoTcs: | cTa-
v — 65 %:; Il ctagnua — 40 %; lIA ctapgus — 19 %:; lIIB cra-
s — 5 %; IV ctapna — 2 %.

Lpyr¥Mu nporHOCTUYECKUMH (DaKTOpaMH y ITOHM KaTeropuu
GOsbHbIX ABNAIOTCA BO3pacT, oblee COCTOsHWe, CONYTCTBYOLLAs
natonorus [1]. Moatomy ana onpegeneHus neyebHOM TaKTUKK Y
60nbHbix HMPJT pelaiowmmm asnsiorcs:

* pa3Mep MEPBUYHOM OMYXOJIM U CTeneHb eé pacnpocTpaHe-
HUS;

* BO3pacT W obliee COCTOSAHUE NauMeHTa.

EnvHcTBEHHbIM paguKanbHbiM Metogom nedeHus HMPJ1 oc-
Ta&TCA XUPYPrUYECKHi, MPU 3TOM 3PEEKTUBHBIM OH MOXKET BbITb
TONIBKO y BOJIbHBIX C PaHHUMK (HauyasibHbIMK) CTagusamMu 3abore-
BaHWA. BO3MOXHOCTb NpWUMeHeHMsi 3TOro MeToja oOrpaHWyeHa
TeM, 4To 60/bLMHCTBO HosbHbIX HMPJ1 K MOMEHTY ycTaHOBIEHHUS
[MarHo3sa yke UMeloT pacnpoCTPaHEHHbIM npouecc. ITO CBA3aHO,
B NepByl0 ouepefb, C OCOBEHHOCTSIMW ECTECTBEHHOM WCTOPHM
pocTa OMnyxoJsiM, a TakXXe OTCYTCTBUEM 3PHeKTUBHbIX NMPOrpamMm
paHHero BbisiBNeHUA. Takum 06pa3oM, Mo LaHHbIM Pa3HbiX aBTO-
poB, onepabenbHbiMu aenstotca Tonbko 10—30 % 6GonbHbix. Oa-
HaKo Aaxke Y pafMKa/bHO OMEPUPOBAHHbIX MAaLMEHTOB pe3ysbTa-
Tbl IEYEHUS BPAL JIM MOXKHO CUMTaTb YAOBNETBOPUTENbHbIMU. [s-
TUNETHSIS BbDKUBAEMOCTb B 3TOW Fpynne, HECMOTPS Ha MOCTOSH-
HOE COBEPLUEHCTBOBAHWE OMNEPATMBHOM TEXHWKH, Konebretcs B
npeaenax 25—30 %, He uMea 3aMeTHOM TEHAEHLUMW K MOBbiLle-
HUIO B TeueHWe nocnefHux net [5]. MMpuunHa B TOM, UTO MHOrWe
nauueHTbl K MOMEHTY YCTaHOBJ/IEHUSI IMArHO3a YXXe WMelOT OTAa-
NEHHble MUKpPOMeTacTasbl, He BbISIB/IIEMblE C MOMOLLbIO CYLLECT-

BYIOLLMX CEroAHsi OMAarHOCTMUYECKMX METOAoB. [1oaToMy xupypru-
ueckoe niedeHue 6onbHbix HMPJ1 fomkHO pauuoHasbHO coue-
TaTbCs, @ MPU HAJMUMK MOKa3aHWUHW ObiTb 3aMEHEHO Jly4eBblM
U/WNN CUCTEMHBIM JIEKAPCTBEHHbIM JieYeHUeM.

JlyueBasi Tepanus npu HMPJ1 moykeT HocuTb pafiMkasnbHbii (B
CyMMapHo# fjo3e 0bsyueHns He Meree 60 ['p) M nanMaTUBHBIN Xa-
pakTtep. [lpuMeHeHWe pafuKasbHOW JyYeBOM Tepanuu sBNsieTcs
anbTepHaTUBOM XMPYPruyeckoMy nedeHuio y 6onbHbix HMPJT | —
A cTaguW, KOTOpbIM onepauus NPOTUBOMNOKAa3aHa B CUY OObeK-
TMBHbIX NPUYMH (BO3pacT, obLuee COCTOSHWE, COMYTCTBYIOLLAs Na-
Tonorus). Ponb nannuaTtMBHOM NyueBod Tepanuu CBOAMTCS K 06-
JIer4yeHUIo KJIMHUYECKUX NPOSIBNIEHUI onyxoneBoro pocta. Mcnonb-
30BaHWe NIy4YeBOW Tepamnuu Kak C HEOAAbIOBAHTHOM, TakK W C afblo-
BAHTHOW LENISIMU SIBJISIETCS NMPEAMETOM KJIMHUYECKUX WCCefoBa-
Hui. MocnenHui Meta-aHanM3 9 paHLOMU3WMPOBAHHbIX MCCNenOBa-
Hui [3,7] nokasasn, YTO aabloBaHTHas /lyueBas Tepanusl CyLLecTBeH-
HO He B/MSIET Ha NoKasaTe/M Kak bGe3peuuauBHOM, Tak WM obLuew
BbIKMBaEMOCTH Y 60s1bHbIX HMPJT | v Il ctaguu. LlenecoobpasHocTb
UCMO/Ib30BaHKUsA XuMuoTepanuu B neueHun HMPJ1 po HepasHero
BPEMEHWU SIBNSNacb NPeAMeTOM JAWCKYcCWH. [lpuumMHa B HWU3KOM
UYBCTBUTE/IBHOCTU OMYyXOJEBbIX K/IETOK K LIMTOCTATUKaM, 4To 0Ob-
SICHSETCS BbICOKOW 3KCMPEecCMEN reHa MHOXECTBEHHOM Jiekap-
CTBEHHOW pe3ncTeHTHOCTU. OfHaKo BHeApEeHWe B KJIMHUYECKYIO
NpPaKTUKy NPenapaTos naaThHbl (LMcnnaTiH, kapbonnartut), atono-
3Uda, TaKCaHOB, BMHKAaNKa/lOMOOB, remMuuTabuHa, WpUHOTEKaHa
M3MEHW/IM BO3MOXHOCTU JIEKAPCTBEHHOrO BO3AEUCTBUSI NpH Jleye-
HUM KaK MeCTHOPACMpPOCTPAHEHHbIX, TaK W OUCCEMUHUPOBAHHbIX
¢opm HMPJ1. B nocnepHee BpeMsi aKTMBHO M3y4aloTCsi BO3MOXX-
HOCTW HEOafblOBaHTHOM XxUMHOTepanuu. E€ 3apauamu ssnsiotcs:

* yMeHblLeHWe Pa3MepoB NepPBUYHOM OMyXO/H;

* 3/IMMHUHALMS MUKPOMETacTa3os;

* MoBbILWEHWe pe3eKTabesibHOCTH.

OcHoBow xumuotepanuu npu HMPJ1 sensiotca npenapatbi
nnatuHbl  (uMcnnatuH, KapbonnartuH). Ha cerogHAwHWIA feHb
CTaHAApTHOW CYUTAETCS KOMOMHALMS UMUCnIaTMHa C BUHOPENbOH-
HOM WNW Nak/JUTaKcena ¢ KapbonjaTtMHOM (MOCNeAHss LWMPOKO
ucnonbayercsa B CLLUA) [4]. Bo3aMOXXHO Takyke NpoBefeHWe Kak
MOHOXWMHOTEPANUK (BUHOPESbOWH, reMuuTabuH), TaKk U Apyrux
pexkumoB nonuxumuotepanuu (VC, CAV, CAP u gp.).

Takum 06pa3oM, cTaHfapTHbIMKU METoAaMU siedeHus 6onb-
Hbix HMPJI cerogHsa asnsatoTtcs:

* XUPYPrUUECKUH;

* ly4eBOM (MO pagWKalbHbIM WK ManMaTUBHLIM MpOrpam-
mam);

* leKapCTBEHHbIM (HeoabloBaHTHAs MW MasiMaTUBHAS XH-
MUoTEpanus).

B ocHoBy paHHo#M nybnukaumu nonokerbl ctaHgaptbl Clinical
Practice Guidelines, paspabotaHHbie HaunoHasibHbIM HHCTUTYTOM
paka (NCI) CLLUA B8 1999 r.
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CNAJKOBO OBYMOBJIEHI 3AXBOPIOBAHHA AUXAJIbHOI CUCTEMU: MPOBJIEMM |
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Ponb cnapkoBux cakTopiB y pO3BWUTKY 3aXBOPIOBaHb Au-
XaJIbHOI CUCTEMM HeOJHO3HayHa. Tak, iCHye rpyna BiacHe cnag-
KOBUX XBOPOD, MPUUMHOIO BHUHUKHEHHSI SIKMX € MOPYLUEHHS re-
HETHYHOI iH(hopMaLlii Ha PiBHI XPOMOCOM i F€HIB, a OJHWM 3 NPos-
BiB — MaTtosioris pecnipatopHoi cuctemu. [pyra rpyna — ue
XBOPOOM 3i CNafIKOBOIO CXU/ILHICTIO, B PO3BMTKY IKUX MalOTb 3Ha-
YeHHS1 HasiBHICTb KOMMJEKCY NMEBHMX FeHiB Y B3aeMofii 3 chakTo-
pamu cepeposuila. [lo opyroi rpynu HanexxaTb XPOHiYHi Hecne-
UMDIYHI 3aXBOPIOBaHHS JlereHb, TyOepKy/bo3, Oifblwa YacTuHa
i30/IbOBaHKUX BPOMPKEHWX BaZ PO3BUTKY JiereHb Ta BpoHXiB, TOWwO.

© Tloposenko H.I'., 2003

Cepen cnagkoBux XBopob, LLO MaloTb B KAiHIYHIM XapakTe-
PUCTHL NATOJOril0 AUXa/IbHOI CUCTEMM, PO3PIi3HSAIOTb XPOMOCOM-
Hi i MOHOreHHi. [IpM XPOMOCOMHHMX 3aXBOPIOBAHHSAX, BUKJIMKAHUX
3MiHaMK HopManbHoro (46) uucna XpomMocom (reHoMHi MyTauii)
Ta IX CTPYKTYpHUMU nepebyaoBamu (XpOMOCOMHI MyTauii), BHac-
NiAOK MOPYLUEHHS TEHETUYHOro BanaHCy BUHUKAIOTb MHOMMHHI
BaJlM PO3BMUTKY Pi3HWX OPraHiB i CUCTEM, B TOMY YMCAi | 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 CUHOPOMI
JNexkerna abo "Kpuky Kiwkun" (geneuis 5p-), Towo. MigTeepakeHHs
ZiarHo3y XpOMOCOMHOI NaTosorii 34iMCHIOETbCS 3a AOMNOMOroo
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CYYaCHHX LUTOreHETUUYHHUX (BU3HAYEHHS KapioTuny 3 AudpepeHLiin-
HUM 3abapB/ieHHAM MeTadasHux Ta npomeTtadrasHUx XPOMOCOM)
Ta MosiekynspHo-uutoreHetmunux metogis (FISH — donyopec-
LeHTHa in situ ribpuansauis, MiKpocaTeniTHUM aHanis).

MoHoreHHi cnafikoBi 3aXBOpIOBaHHSA NOB'A3aHi 3 MyTaLisMU B
OLHOMY TeHi i YyCnafKOBYIOTbCA $IK AUCKPETHI OAMHMUI 3rigHO
3akoHaM Mengens. B To# ke yac, B psAfi BUNafKiB MOHOreHHa na-
TOJIOriA NMPOSABAAETLCA 3MiHAMM PI3HWX OpraHiB i CUCTEM, WO
noB'si3aHe 3 NNEMOTPOMNHOI (MHOXMHHOI) €0 MyTaHTHOrO reHa.
MNopyleHHa aUxanbHOI CHCTEMM BiAMIYAIOTLCA MPU LESKUX XOH-
opoaucnnasiax (aHomanii xpswis Tpaxei Ta GpoHxis), cMHAPOMI
YKeHa (3MeHLweHHs 06'eMy rpyaHOI KAITUHM i rinonnasis neremHb),
cuHapomi Binbsimca-Kemnbena (reHepanizosaHi 6poHxoekTasii,
obymoBneHi fedheKToM BpoHXianbHUX Xpswis), cuHapomi Enep-
ca-[laHnoca (peunauBylOUMM CMNOHTAHHUWA MHEBMOTOPAKC), CHH-
npomi MapdpaHa (GpoHXOreHHi KicTW, MOBifbHO Nporpecyoua
eMdizema, nHeBMoTOpakc), cuHapomi Perpio-Ocnepa (MHOMXKUHHI
apTepio-BeHO3HI aHacCTOMO3W Ta TejleaHriekrasii), CcuUHOpPOMI
KaprareHepa (6poHX0eKTa3u, CUHYCITH, 3BOPOTHE PO3TallyBaHHS
BHYTPILIHIX oOpraHie), HelpodibpomaTosi (Herpodibpomu, Au-
cy3HUI  iHTepcTiuianbHui  ibpo3), TyBepo3HOMy cKeposi
(ramapToMW nereHb, OPOHXOTeHHI KiCTH, OUY3HWH IHTEPCTH-
uianbHui ¢ibpos), cuHapomi PybiHwTeiHa-Teibi (aHomanis no-
Bynauii nereHb), Ni30COMasbHUX XBOPoHax HaKOMUUEHHS ( XBOPO-
6a HimaHa-Tika — akymynauis ciHrOMIENiHY B a/bBEONSIPHUX
Makpodarax, xsopoba lNpke — rnikoreHy B anbBeouuTax, MyKo-
nonicaxapupo3n — iHQINbTpaLis TKaHWH HOCOF/IOTKWU, ropTaHi)
Ta iHwi. Ha ocobnusy yeary cepef, MOHOreHHWX 3axXBOPIOBaHb
3acnyroByloTb AediluT oc1-iHri6iTopy npoteas, NepBUHHI iMyHOAe-
iuMTHI CTaHK Ta MyKOBICUMAO3, AKi ByayTb ONMCaHi HUXKUE.

LiarHocTuka MoHoreHHol naTtonorii 6a3yeTbcs, nepLl 3a Bce,
Ha BMKOPMUCTAHHI K/iHIKO-TeHeanoriYyHoro mMetoany, sikui gornoma-
ra€ He NIWLLE BUSIBUTU HasIBHICTb B POJOBOAI MOBTOPHWUX BUMAAKIB
NeBHOI NaTosorii, ane M BCTAHOBUTH TWUM YCMaLKyBaHHS, IO LO3-
BOJISIE PO3PaxyBaTh CTYMiHb PU3UKY BUHUKHEHHSI 3aXBOPIOBAHHS Y
POAMUIB XBOPOro B MaWbyTHiX (MPOCMEKTUBHE KOHCY/IbTyBaHHS)
Ta nonepenHix MOKOMIHHAX (PeTpoCneKTUBHE KOHCY/bTYyBaHHS).
Lns 6araTbOX MOHOreHHWX 3axBOPIOBaHb XapaKTEPHOW €
nnenoTponHa (MHOXWHHA) Ais reHa, Wo i NPOABAAETbCS Y BUrALI
CUHAPOMY MHOXWHHUX Baj PO3BUTKY. ToMy JnpyruMm 3a
LiarHOCTUYHOIO LiHHICTIO € CUHOPOMOJIOTIYHWMIM aHasli3 3 BUKOPHUC-
TaHHAM COMAaTOreHeTMYHOro MeToLy JOCHIIKEHHs (aeTanbHol
XapaKTePUCTUKK (PeHOTUNY nauieHTa 3 ypaxyBaHHSIM HasiBHOCTI
MOPOKIB Ta aHOManii pPO3BWUTKY, MeTaboNiUHUX 3MiH PI3HKUX
opraHiB Ta cuctem). Cniifi HaroNoOCUTH, WO HETOYHE BUKOPUCTaHHS
CUHAPOMOJIOTIYHOIO aHanidy Moye 3aKiHYMTUCb CepHUO3HUMU
LiarHOCTUYHUMK MOMUJIKAMH, SIKi YacTO-TYCTO MOXYTb MPWU3BECTH
He Nvle JO HEenpaBW/IbHOTO BCTAHOBJIEHHS MPUUYUHU BUHUKHEHHS
nartosiorii 3 NoJaNbLUMM XMOHUM PO3PaXYHKOM PU3WKY BUHWUKHEH-
HS @aHa/IoriYHOI naTonorii B POoAMWHI, ane M 4O NOMUIKOBOI, a iHOAI
chatanbHOI, NikyBasbHOI TaKTUKW. HaBeaeHe nifKpecntoe HarasbHy
notpeby 0BOB'A3KOBOro 3a/ly4eHHA NiKapA-reHeTUKa O KOHCY/lb-
Tauil i 0B6CTEXKEHHA TaKMX XBOPHUX. TUM Bifblue, Lo NULLIE reHeTHK
MO>eE BM3HAUMTH MOMK/IMBICTb BUKOPUCTaHHS HaWbiblu iHhopMa-
TUBHOTO METOAY [LiarHOCTUKK — MOJEKYNIIPHO-TEHETUYHOTO 3 BU-
KOPUCTAHHAM MOIMEPA3HOI JIAaHLIOroBOI peakuii, Ans igeHTUdI-
KaLii MyTaHTHOrO reHa y XBOPOro, BCTAHOBJ/IEHHSI FeTePO3UrOTHO-
ro HOCIMCTBa Ta MPOBEAEHHS MPEeKOoHLEeNUiMHOI Ta npeHaTasbHOI
LiarHOCTUKM NS nonepemyKeHHs HapOIPKEHHS [HiTeM 3 TSKKOIO
MOHOTreHHO NaTosoTi€El0.

AEPILUUT o1-IHTIBITOPY NMPOTEA3

o 1-iHriGiTop npoteas (a.1-IM), abo 3a crapolo HOMeHKnaTy-
poto o1-aHTUTPUNCKH, SBNSE COBOKO TNIKOMPOTEIH, WO CKna-
naeTbes 3 392 aMiHOKMCOT | TPbOX BIYHWUX BYrNEBOAHEBUX JlaH-
LIIOYKKIB, i KOLYETbCS F€HOM, O pPO3TalloBaHWM Ha xpomocomi 14
B nonoxeHHi 14932.1. al1-Il cuHTesyeTbcs B remarouuTax i €
OLHUM 3 HaMOI/IblL BAXK/IMBKX iHIiBGITOPIB aKTUBHUX (hEPMEHTIB —
npoTeas, 3okpema enactasu. Came BiH 3HELLKOIKYE Ail0 cekpe-
TOBaHWX HeWTpodinamm Ta Makpodparamy enacrtasu i KonareHasu,
AKi PYWHYIOTb CMOJIYYHOTKAHWHHI CTPYKTYpH NiereHb. Enektpodpo-
peTUYHUMK MeTofamMu Byno ineHTUdiKoBaHO 6arato BapiaHTiB
al-IM : F(wsmnakwit), M(cepegHiit), S (nosinbHUi) i Z (HaHBAMK-
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uui fo karogy). Kpim Toro, BUAineHO Hy/IbOBWH asienb 3 NOBHOWO
sigcyTHicTio a.1-IMN B nnasmi. Bausbko 90 % anenei B nonynauii
€ M Tunamu 3 Garatbma nifTMNaMM, siKi MO3HAYAOTHCS LU pPaMu
(M1, M2 i 1.4.). Hassrnicte MM, SS, MS, MZ ceHoTtHny xapakTe-
pU3YE LOCTaTHIW piBeHb aHTUNPOTEa3HOI aKTMBHOCTI Na3MK KpOBi
i Bignoeigae Hopwmi. [Onsa romosurot ZZ i OO enactveun gediuut
o 1-IM i po3BMTOK paHHbOI eMdpizeMu nereHb, a ans ZZ — we i
LMPO3Y MNediHKkK y HeMoBAAT. Y reteposurotr SZ emcpizema Moxke
MaTu Micle, afie B 3Ha4YHO CTapLUOMY Billi, TAKOXK NMOKa3aHO 4ac-
TiLUMHM PO3BMTOK XPOHIYHUX OBCTPYKTUBHWUX 3aXBOPIOBaHb JIEreHb,
0COBNMBO KOMIM HOCIH TaKOro reHoTHMNY NasuTb Lurapku, abo npa-
LIOE B YMOBaxX 3HAYHOrO 3aru/IeHHs MOBITPS.

KniHiyHa KapTuHa romosurotHoro gedpiunty o1-IM nposs-
nsetbes paHHim (go 30 pokie) PO3BUTKOM Mporpecytoyoi eMdizemMu
nereHb, B Garatbox BUMagKax LUe B AUTAUYI POKM CMOCTEpIraloTbes
yacTi pecnipatopHi iHdekuii. Camolo paHHbOK i HaHuacTilo
CKaproto XBOPOro € 3afiMLLKa, CrnoYaTky npy 3Ha4HOMy, a MOTiM i
npu nerkomy disMuHomMy HaBaHTaxeHHi. Kawenb yacTiwe Bigcyt-
HiK. MNpK toHaUpKiM eMdi3eMi cTaTypa XBOPOro acTeHiyHa, maca
Tina 3HWXKeHa, rpynHa KnitMHa GoukonofibHa 3 Bun'suyBaHHAM
HaAK/IIOUMUHUX SMOK Ta MiKpebepHUx npoMmixkis. Mpu nepkycii
rPYAHOI KAITMHW BiA3HayaloTb KOPOBOUHWI 3BYK 3 MOMK/IMBWM
3HUKHEHHSM cepgaueBoi TynocTi. [pu ayckynbTauii BUCIYXOBYETb-
cs cnabke Be3uKynspHe "BaTHe" AMXaHHS. PeHTreHosoriuHO 3Ha-
XOLATb 3HauHe 36iNbLUeHHS NPO30POCTi IEreHEBHUX NMONIB, B HHXK-
HiX BiBAiNnax 3HWKaE NereHeBUMA MasltoHOK, MOXYTb (popMyBaTUCh
riraHTcoki Gynnu. KypiHHS € gyke cepio3HuUM (hakTopoM, Lo
3HaYHO NifBHLLYE piBeHb MOPYLUEHHS (PYHKLIT lereHb i noriplye
NPOrHo3.

Liarvoctuka pediumty o 1-IMN 6azyetbes Ha BU3HAUYEHHI BMICTY
o 1-IlT B cupoBatyi KpoBi NPSAMUMK (iIMYHONOFYHUMK) MeTodaMM.
MpuitHato, wo koHueHTpauia o 1-1IM 80—25 % sig Hopmu Bigno-
BifaE reTepo3UroTHOMY HOCIHCTBY, a Hxua 3a 25 % — romosu-
rotHomy gpecpiumty o 1-Il1. BctaHoBneHHs Tuny anenev nposo-
OWTbCA 3a JOMOMOrOI0 i30€/1eKTPOOKYCYBaHHs B araposi abo
noniakpinamigHomy reni. Kpim Toro 3apas 3actocosytotbcsi Mose-
KYNSIPHO-TEHETUYHI MeToAM (BM3HAUYeHHs MoNiMOPMIi3My AOBXWUHU
PECTPUKLIMHUX pparMeHTiB Ta NoniMepa3Ha JlaHLioroBa peakLis)
[151 BCTAHOBJ/IEHHS TEHOTUMY XBOPOTO, @ TaKOX /151 MPeHaTabHol
LiarHOCTUKMU B CiM'SIX BUCOKOTO PH3MKY.

JlikyBaHHs1 pediunty o 1-I11 BKAtOuae 3amicHy Tepanito ouu-
wenum o 1-IM noguuu (Prolastin) ta pekombiHaHTHUM o 1-IT1. Xo-
polumnit ecpeKT MaroTb B/B iH(Y3ii Takux iHribiTopie npoteas, siK
KOHTpIiKas, ropAoKC, TPA3KAON Ta AeAKUX iHWKX. JocuTb ycnilwHo
3aCTOCOBYIOTb aHTMOKCUAAHTH, ocobnueo BitamiH E. 3a kopgo-
HOM MPOBOASATb TPAHCM/IAHTaWUil0 NereHb i/abo nediHku, 0cobu-
BO NepCrneKkTUBHA NOABIMHA TPaHCNaHTalis, TOMy WO nediHka [o-
Hopa BUpoOnse aktueHui o 1-IM, sKMM 3axullae nepecamKeHi
3[0pOBI fiereHi Bif, Aii npoteas.

MeperHHa npodpinaktka cnagkosoro gediunty o l-IM mox-
JIMBa Ha PIBHi NMpeHaTasbHOi LiarHOCTUKMU B CiM'sAX, Le € XBOpi,
nicns BCTAHOBNEHHS TEHOTWUNY XBOpPOro Ta 6aTbkis. BropuHHa
npodinakTMKa 3BOAMTHCS [O KaTeropuuHoi 3abOpPOHM KypPiHHA i
poboTh B ymMoBax 3abpyaHeHOro nositps ocobam 3 BCTaHOB/E-
HUM [diarHo3oMm.

MporHos npu pediumti a1-IMN gocuTb cepiosHui yepes Big-
CYTHICTb MOKH WO €(PEeKTUBHUX METOLIB NiKyBaHHS.

3AXBOPIOBAHHSAI IMXAJIbHOT CUCTEMHM

nPHU NEPBUHHUX IMYHOAEDILUUTHUX CTAHAX

MepBuHHI (Bpom>KeHi, cnagKoBi) iMyHOAEMILUMTHI CTaHM
(MIAC) sensitoTb cobolo reHeTUUHO AeTepMiHOBaHy He3faTHICTb
OpraHiamy 3fiHMCHIOBaTHU Ty UM iHLY eeKTOPHY NaHKy iMyHHOI
Bignosigi. 3rigHo knacudikauii BOO3 MIAC skiouarots Binblue
20 chopm iMyHHOT HepocTaTtHocTi. Cepen HUX Taki, Wo 0ByMOB-
NeHi BiACYTHICTIO ab0 Pi3KWM MOPYLUEHHSIM MEPEBaYKHO OKPEMMX
KNITUHHWUX nonynsuii (ctobyposux, T- i B-knitue), ix cybnony-
NAUIN, a TaKoXX KOMOIHOBaHWM iMyHOAEdILMT.

OgHa 3 noctinHux o3Hak MIAC — 3HWKEHHS Pe3UCTEHTHOCTI
[0 iH(EKUIM 3 XPOHiUHMM nepebirom ocTaHHix. [Npu ubomy ic-
HYIOTb 3arasibHi pucu, xapaktepHi ans nesHoi rpyny MIAC. Mpu
NOpPYLUEHHI FyMOpaNnbHOro iMyHiTeTy nepeBakaloTb OaKTepianbHi
iHpeKLii, BUK/MKaHi CTagpiNoKOKaMH, MHEBMOKOKAMH, CTPENTOKO-
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kamy, Haemophilus influenzae. YytauBictb [0 €eHTepoKoOKiB Ta
rpaMHeraTMBHUX MIKPOOPraHi3MiB BUpakeHa MeHLwe. YacTota
BIPYCHUX iHJpeKUiA HeBHUCOKa, nepebir uTsumx xBopob BipycHOI
eTionorii He Mae ocobnuBocTei. BxigHumW BopoTamu iHderuii
cny>kaTb TaK 3BaHi "KOHTaKTHi MOBEpXHi" opraHiamy: LWKipa, Au-
XasibHi LUAAXK, LUIYHKOBO-KULLKOBUIA TpakT. KniHiuHO BMAiNsAOTH
CMHAPOM 3 NPOSBAMU OTITY, CUHYCITY, BPOHXITY Ta PELMAMUBYIOUMX
iH(peKLiM OUXaNbHOI CUCTEMM; LWYHKOBO-KWULLKOBUH CUMHAPOM 3
XPOHIYHUM EHTEPOKOITOM; CMHAPOM CENTUUEMIl 3 MHIMHUM ypa-
YKEHHSIM LUKipH, MEHIHFITOM, apTPUTOM, OCTEOMIENITOM.

MNpy medekTax KNITMHHOrO iMYHITETYy YacTille BifMiYaeTbcs
BipycHa Ta rpubkoBsa iHdeKuis. [ns kombiHoBaHWUX iMyHoAedIUM-
TiB xapakTepHa iHekuia sk 6akTepianbHoi, Tak i BipycHoi Ta
rPUOKOBOI NPUPOLH 3 AYXKE THKKUM NepediroM, yacto NPUYHHOIO
3axBoploBaHHs € Pneumocystis carinii. BpoHxonHeBMOHii Hepigko
NPUBOAATb A0 JNIeTaNIbHOrO KiHUSA, KMLUKOBI iH(peKUil cynpoBop-
YKYIOTbCSl 3arpO3/IMBUM /151 XKUTTSi TOKCUKO3OM.

Liarnoctuka MNIAC 6a3yetbesa Ha ciMeiHOMy aHamHesi (MOX-
NVBI NOBTOPHI BMNaAKM 3 NOAIBHOIO KNIHIYHOIO KapTUHOI), Bifo-
MOCTAX Npo 0cobnueocTi nepebiry iHeKLiMHUX npoLecie (3aTsax-
HWUW, PeLMOMBYIOUMI XapaKTep, MOXJ/MBA XPOHi3auis BXe npu
nepLIOMy eni3ofli 3aXBOPIOBaHHS, MaE Micue cnabkuil edpeKT iH-
TEHCUBHOTO JikyBaHHs). [Matonoris guxanbHoi cuctemu npu MIAC
He Ma€ cneuudiki HO30/0riH, Le MOXyYTb BYTH FOCTpi Ta XPOHIiuHi
OPOHXITH, BPOHXOMHEBMOHIT, AECTPYKTHUBHI MHEBMOHIi, MIEBpiTH,
iHTepCTiLianbHi MHEBMOHIT, aCTMATUUHWUI BPOHXIT Ta iHWI KAiHIYHi
BapiaHTW 3axBOpPIOBaHb JiereHb, asie 0OOB'A3KOBOIO € HasBHICTb
we xo4a 6 OAHOro BOTHMLLA XPOHIYHOI YK peuuanByroUoi iHAeK-
Uil Ta HeiHPEeKUIMHI CUMNTOMU — 3aTPUMKa (Pi3UYHOTO POIBUTKY,
CTiMKi aBo MHHyLW, 3MiHW MOKa3HWKIB nepudepiiHoi Kposi. B
uinoMmy, TaKKiCTb nepebiry GpoHXonereHeBMXx 3axBopioBaHb, IX
peunamByloUMiA Ta MPOrpecylounid xapakTep, CynyTHi 3axBopio-
BaHHS, PE3UCTEHTHICTb iHPEKLiMHOro npouecy [O 3araibHONpPUK-
HATHOI Tepanii Ta KNiHIYHWK edeKT iMyHoTepanii NOBWUHHI OyTH
NPUBOAOM [AJ15 MPOBEAEHHS CreLiabHUX IMMYHOIOTIYHUX JOCHiA-
>KeHb Ans piarHoctuku mMoxknueoro MNIAC Ta yTouHeHHsa Tuny ge-
doekTy iMyHHOI cHUcTeMM.

Cepeg Hozonoriununx dopm MIAC suainsiotbes:

nepBWMHHa 3yensieHa 3 X-XxpoMocoMmolo aramariobyniHemis
BpyToHa (pieeHb rama-rnobyniHy He nepesuiwye 1r/n), iMyHoae-
iumt IgG 3 rinepnpoaykuieto IgM, BpogskeHa aucramarnobyniHe-
mis, cuHapom Hesenosa abo animcountos (KinbkicHa i skicHa

NiHiB), cMHAPOM MikpoaeneLii xpomocomu 22 abo cuHapom [i
IxopmyKi (BpomykeHa BiACYTHICTb 3arpyAMHHOI Ta napaiyuTono-
[i6HMX 3a0103 3 rinoKanbueMielo, BPOmKeHi Baau cepls, 0cobiu-
BOCTi OyAoBM nuWuA, nopyweHHs AudbepeHuiauii T-niMmcoumTis),
aramarnobyniHemia LBeHLapcbkoro Tuny abo atmoniMmdonnasis
(nediunT BCiX KNacis iMyHornobyniie, niMdoulToneHis, BiacyT-
HICTb NiMPOILHOI TKaHWHM, rinonnasis Timycy), cuHgpom Jlyi-Bap
(aTakcis, TeneaHriekTasii, HefOCTATHICTb ryMOpasbHOro Ta Kii-
TUHHOrO iMyHiTeTy — pedpiumt IgA i IgE, rinonnazisa Timyca),
cuHgpom Bickotta-Ongpiva (TpombouuToneHis, eksema, aediuut
IgM npw BHUcokomy pieHi IgA Ta HOpManbHOMY YK BUCOKOMY pPiBHI
IgG, aTtpodpisi TiMycy i nimdoigHoi TKaHWHM), cuHapom yaa (Tu-
MoMa 3 aramarnobyniHeMmiero) Ta iHLwi.

MYKOBICLHWAO3

CyTTeBe NiABULLEHHS CepefHbOi TPUBAIOCTI YKUTTS XBOPHUX Ha
Mykosicunaos (MB) go 40 i 6inblie pokie npu NoKpalyaHHi SKOCTI
iX XKWUTTS B PO3BMHEHWX KpaiHax CBiTy, YOro He MOXHa CKa3aTu
npo YkpaiHy, NOSICHIOETbCS He NULLE AOCATHEHHSIMU Cy4acHO! Mo-
nekynsipHoi 6ionorii, 6ioTexHonorii, dapmauii, TpaHcnaaHTonorii
Ta iH., ane W, B NepLuy 4Yepry, 3aBAsKW CTBOPEHHIO CTPYKTYpPOBaHOI
Mepexi cneuianizoBaHux LeHTpiB MB, Hanarom)eHHto YiTKoi cuc-
TEMW PaHHbOro BHSBIEHHS XBOopux Ha MB Ta cBoeuyacHoro, moc-
TiMHOrO, AOCTaTHBOTO X JIiKyBaHHS 3a y3rog>KeHUMH MPOTOKONaMH.

Hamu B 1999 p. 6yno pospobneHo npoekT Yroam Wwoao giar-
HOCTWKHM, niKyBaHHs Ta npodinaktkn MB. 3a ocHoBy Lboro
npoekTy 6ynu B3sTi pekomengauii BOO3, y3romyBanbHUX KOH-
epeHuin DyHpauii MB Ta MixkHaponHux rpyn MB.

3Barkalouu Ha Te, Wo Yroaa 3aBxau 6asyeTbcs Ha peasbHUX
MO>/IMBOCTSIX KpaiHW 3 ypaxyBaHHAM OCOBJMBOCTEH CUCTEMM
Me[MUHOI JOMOMOrM HaCeNEHHIO Ta MOTOYHOrO CTaHy TEXHIYHOro
Ta MarepianbHOro 3abe3neyeHHs [LiarHOCTMUHO-/TIKYBaNbHOMO
npouecy, B NPOEKT, SIKWM NPOMNOHYETLCS, HEe BKJIIOYEHO AesKi Me-
TOAMW LIarHOCTUKM i NiKyBaHHS, sIKi peKOMEeHAOBaHi MiXXHapOLHUMHU
KoHceHcycamu, ane Lie He BNpOBamyKeHi B MpaKTWKy B YKpaiHi.
Cepep, HUX CKpiHiHT HOBOHapoakeHUx Ha MB 3a gonomoroio imMy-
HOPEaKTUBHOTO TPWMCiIHY YA MOJIEKYNISIPHOI AiarHOCTUKK MyTaLii
B TPBM reHi, BU3HaYeHHs pi3HWLi Ha3anbHOro TpaHceniTenianb-
HOro noTeHuiany (xoua Ui MeTOAM NO3HAuYeHi SIK KpuTepii giar-
HOCTUKKM MB), npoBeaeHHs NOTOBOI NPOOU 3 BUKOPUCTAHHSAM CHUC-
Temu Macroduct Ta aHanizatopa Wescor, TpaHcniaHTauis fereHb,
neviHKK, LOBroTpusani B/B iHAy3ii aHTMOIOTUKIB B [AOMALLHIX
yMOBax 3a [AOMOMOrol0 cheliaslbHUX iMNNaHTOBaHUX MPHUCTPOIB,

HEAOCTaTHICTb NiMOUMTIB NpU HOPMasbHOMY PiBHI IMyHOrNOBY-

Ban 3arasibHa aKTUBHICTb

25 HopManbHa aKTHUBHICTD i
npauesgatHictb birae. Pery-
NIIPHO BiABIAYE LUKONY.

20 HepocTaTHs BUTPMUBANICThb,
BTOMa HagaBeuip. [lob6pe
BiZBiAYE LUKONY.

15 CxunbHicTb Ao nNepeps Ha
BiANOYMHOK Ha MPOTA3i AHS;
WBUAKE BTOMJIEHHS micns
Hanpyru. ObmeskeHa 3pat-
HICTb BiABiZYyBaTH LLUKOJY.

10 3HayHa cnabkicTb, WBMAKE
BTOMAeHHsA. [lpuctynu
Kawnio. [losri nepepsu Ha
BiAMOYMUHOK. YUMUTbCS TiSIbKK
BAOMA.

5 OptonHoe. JlixkoBui abo
HaniBNIXXKOBUIA PEXUM.

BUMKOPUCTaHHA JiKiB, SKi

BbanbHa ouiHKa cTaHy XBOpPUX Ha MyKOBicLWAO03

KniHiyHi noKa3HWKK

Kawenb BigCyTHIW, yacTtoTa nyabcy i
I1XaHHs HopMarbHi. HopmanbHa ctatypa.
B nereHsax disukasibHUX 3MiH HEMa.
Mynbc i AUXaHHS B CNOKOT HOpMalbHi;
pinko Kawesnb abo BigKalNOBaAHHS.
KicTkosi gedopmalii BiacyTHi. B nereHsx
3MiH HeMae.

MNepiofnuHo Kallesnb, NepeBa>kHO BpaHL.
YacTtoTa guMxaHHsA niABuLULeHa, Nerka
emdizemMa. Xpunu B lEreHsAX HemocTikHi.
MNMouatkoBa fedhopMmalisi rPYAHOI KAITUHU
Ta nanbuis — "6GapabaHHi nanuuxku'.

YacTui Kawesnb 3 XapKOTUHHAM. 3HauyHi
Taxikapgis i 3aguwka. MomipHa emdi-
3ema. [lechopmaLis rpyAaHOT KAiTUHM.
Bosori tpickydi Xpunu y BenuKiH Kinb-
kocTi. "BapabaHHi nanuuku".

TaxKWi, npucTynonoaibHUM Kawenb.
TaxinHoe, Taxikapgisa, 3Ha4YHi 3MiHK B
NlereHsx; o3Haku HeJOCTaTHOCTI NPaBoro
cepus. "BapabaHHi nanuuku'.

Di3nuHnK cTaH

Maca i 3picT Bue 25-ro nepueHTins.
Ctyn ohopMieHWH i NnepeBaXkHO Hop-
MasnbHui. TOHYC M 53iB fJOCTaTHIN.
Maca i 3pict mix 15-m i 25-m nepuen-
Tinem. Ctyn 1—2 pasu 3 HEBESIMKUMMU
3MiHaMu. M's130BWIA TOHYC AOCTaTHIM.

Maca i 3pict BuLue 3-ro nepueHTinsg. Ctyn
3—4 pazu, Mmano ocopMieHun. 3nerka
36inbleHnH xuBiT. Moranui M a30BMH
TOHYC | PO3BWUTOK MYCKy/NaTypu

Maca i 3picT HWkKue 3-ro nepueHTins.
06'eMHui, HeopopMEeHHH, 3 NOraHUM
3anaxom, >xupHui ctyn. O6sucni, ksosi
M 'a3u. MomipHe 36i/bLueHHs >XUBOTa

Maca pi3ko 3HW)KeHa Ao gucTpodii,
BigctaBaHHs B 3pocTi. CunbHe 36inb-
weHHs »ueota. O6'eMHUM, YacTui, >kup-
HWW, 3 NoraHUM 3anaxom cTys. Buna-
AiHHA NMPAMOI KHLLKHK.

He 3apeecTpoBaHi MapmkomiTeToM

PeHTreHonornuHi 3amiHu

JlereHesi nons umcTi

HeaHauHe nocuneHHs GpoHxo-
CYLMHHOTO MasioHKy, noyat-
KoBa eMdizema.

HeBenuka emcpizema 3 ginsHka-
Mu atenekTasis.l[lomipHe nocu-
NeHHs1 BPOHXOCYANHHOIO Ma-
JIIOHKY.

lNomipHa emdisema, Benuki
LAiNAHKK aTeneKTasis, 3anasibHux
BOrHWwW,. HesHauHi 6poHxoek-
Tasm

3HayHi 3MiHW B NereHsx 3 03-
Hakamu BGpoHxianbHoi 06CT-
PYKUiT | 3ananeHHs. Atenektasu
yacTKu nereHi, BpOHXOEKTa3.

Migcymosytotbca 6anu no 4 nosuuism. CraH ouiioeTbes: 86—100 6annos — BiaMiHHWi, 71—85 — xopowwui, 56—70 — 3aposinbHuit, 41—55 —
cpefHboi TskkocTi, 40 Ganie | MeHWe — TAXKKMIMA.
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YKpainu i BifCyTHi B anTeuHin mMepexxi, Towo. [JouinbHicTb i MOX-
JIUBICTb X BUKOPMCTaHHS NMOBWHHA BUPILLYBATUCb B YCTAHOBJIEHO-
My MOPSAKY, a NpU 3aTBEPAXKEHHI BiANOBIAHMMU OpraHamu BOHW
MOXyTb ByTH BBefeHi B Yrogy, sika i NPONOHYETbCA A1 3aTBEPA-
YKEHHs Ha 3'i34i nyNbMoHosoriB i hTusiaTpiB YKpaiHu.

BuzHaueHHsa 3axeopioBaHHsA. Mykosicunpgos (MB) — ue
HaMBINbL NOLMPEHe MOHOrEHHe CMafKOBE 3aXBOPIOBAHHS 3 ay-
TOCOMHO-PELECUBHUM TUMOM YCMafKyBaHHS, Sike MOXHa Xapak-
Tepu3yBaTH SIK yHiBepcasbHy ek3okpuHonaTito. OCHOBHUMU npo-
aBaMu MB €: XpOHiuHMI OBCTPYKTUBHMI NpoLec B AUXanbHUX
WAsXax, WO CYNPOBOMXKYETbCS PEKYPEHTHOW OakTepianbHOW0
iH(peKLi€lo, NOPYLUEHHS TPABHOI CUCTEMH 3 HefOCTaTHICTIO eK-
30KPWHHOI (PYHKLIT MiAWAYHKOBOI 3ai03M, MiABWLLEHWH BMICT
€NeKTPOoITIB B NOTOBIM pifMHI Ta OBCTPYKTUBHA asoocnepmis y
UONIOBIKIB, WO OBOYMOB/IEHA BPOIYKEHOIO areHesi€lo CiM'ABUHOC-
HWUX MPOTOKIB.

Etionoris MB. MNpuunHolO XapaKTepHWX NaToONOriYHUX 3MiH
B OpraHiaMi XBOPOro € HasBHICTb MyTaliil B 060X anensx rewa,
JIOKasi3oBaHOro Ha AOBromy nedi xpomocomu 7 (7931). Lie# ren
KOHTPOJIIOE CUHTE3 TPAHCMEMBPAHHOrO PeryasTopHoro Ginka my-
koBicungo3sy (TPBM), skui byHKUIOHYE, SIK PEerynbOBaHWM LMK-
NIYHUM afeHO3IHMOHO(OC(ATOM X/JIOPHWM KaHa/ Ha anikasbHik
NOBEPXHi enitTeniafbHUX KAiTHH.

MaroreHez MB. lNopyluieHHs TpaHCNOPTY iOHIB XJ0pYy Yepes
anikanbHy Memb6paHy eniTesliafibHUX KAITUH BHACNigoOK MyTauii
rena TPBM 36inblwye peabcopbuito HaTpito KNiTUHAMM, 3MIiHIOE
€N1eKTPONITHWUH CKNaA Ta 3HEBOAHIOE CEKPET eK30KPUHHUX 3a/103,
LLLO i BUCTYMaE NPUYMHOIO MaToi3ioNoriyHMX NPOLECIB B OpraHi3-
Mi | PO3BUTKY OCHOBHMX KiHIYHWUX NPOSBIB.

Knacudikauis MB.

e  MB 3 naHKkpeaTH4HOIO HEAOCTaTHICTIO.

° MB 6e3 naHkpeaTHuHOI HefOCTaTHOCTI B T.u.

nepBUHHO reHiTanbHa chopma 3 BBACI
(BpomyKeHOlO BinatepasnbHO0
ansiasieto CiM'SBUHOCHOI MPOTOKH)

e  Artunosi hopmu

Tsxkictb nepebiry MB. CryniHb TSXKKOCTi BU3HauaeTbCs 3a
ouiHouHoto wkanoto LlsaxmaHa-Kynbunupbkoro.

JiarHoctuka MB. [JliarHos MB BBakaeTbcsi [LOCTOBIPHWUM
Npu HasiBHOCTI ABOX KpWTepiiB (xoua 6 no ogHik 3 nosuuii). Kpu-
Tepii piarHoctrkn MB.

1. OpHa uu Binblue xapakTepHa 3MiHa deHoTuny, abo

3axgoploBaHHss Ha MB 6paTie uM cectep (ciMenHMi
aHaMHe3) ntoc

2. MipBuileHa KOHLEHTpaLis XTOPUAIB NOTY, OAEeP>XKaHUX Mpu
npoBefieHHi ninoKapniHOBoOro ioHTochope3y B ABOX uu Binblue
aHanizax, abo

ineHTUdiKauis aBox myTtauii B TPBM-reHi.

Xapakmepni 0ns MB 3minu qpeHomuny, ski maroms Oiae-
HOCMUYHE 3HAYEHHS.

1. XpoHiuHe 3axBOpIOBaHHSA [OWXa/IbHOI CHUCTEMM, SiKe
MaHichecTye sK:

a) XPOHIYHUM KalleNb 3 BUAiIEHHAM B SI3KOrO XapKOTHUHHS;

6) nepcucTyroua KooHi3auis/iHeKUis AUXaNbHUX LUNAXIB
TunosuMKu ans MB natoreHHuMK MikpopraHiamMamu (Staphylococcus
aureus, MyKOiAHWMW Ta HEMYKOIgHWMM LiTamamu Pseudomonas
aeruginosa, Burkholderia cepacia;

B) MEPCUCTYIOUi 3MiHW Ha PEHTreHorpaMi opraHiB rpygHoi Kii-
TUHW (Hanp. GpOHXOEeKTasu, aTenekTas, iHDIbTPaTH, rinepiH-
cnauis);

r) OBCTPYKLis AMXaNbHUX LUAXIB, SKA NPOSBASETHCA CBUC-
TOM Ta NePepUBYACTUM AUXAHHAM;

[) HOCOBI nosiinu; CiHyciT abo PeHTreHoIoriuHi 3MiHK B napa-
Ha3a/lbHWX CiHycax;

e) pedopmalii gUCTanbHUX chanaHr nanbuie y BUrnsai Gapa-
GaHHWX NaJIMuoK.

2. 3MiHM B TpaBHIW CUCTEMI Ta XapyoBOMY CTaTyCi, a came:

a) B KMLUKOBMKY: MEKOHia/lbHUM ineyc, cuHapoM obcTpyKuil
OWCTaNbHUX BiAAINIB TOHKOI KMULIKK (EKBiBaJIEHT MEKOHianbHOro
ineycy), BUNagiHHS NPsMOI KULLKHK;

6) B NiALWNYHKOBIM 3a103i: NaHKpeaTMuHa HEAOCTaTHICTb 3
TUMOBUMUW 3MiHaMK CTY/ly, PEKYPEHTHUW NaHKpeaTwuT;
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B) B NeuiHui: KNiHiyHi abo ricTonoriuHi Nposisu hoKasbHOro
6iniapHOro LUMPO3y YK MyNbTUAOBYNSPHOrO LMPO3Y MEYiHKH;

r) NOPYLUEHHS XapyoBOro CTaTycy: MPOSIBU HEAOCTaTHbOro
3aCBOEHHSI KOMMOHEHTIB Ki (fediluuT Macu Ta AOBXKMHM Tina Big-
HOCHO HaNeXHWUX 3a BiKOM);

L) rinonpoteiHemis 3 HabpskaMu Ta aHeMi€lo, BTOPUHHWI ae-
ILUT XKUPOPOIUMHHKUX BiTaMiHIB.

3. CuHApoM rocTpoi BTpaTH COJi, XPOHIUHWI MeTaboniuH1i
ankanoa.

4. O6CTpYKTUBHA a300CnepMis y YOJOBIKiB, SiKa Nos'a3aHa 3
BPOMXEHOIO BinatepasbHOO annasi€lo CiM ABUHOCHOI MPOTOKHM.

KpiM nepepaxoBaHUX BHLLE XapaKTEPHUX 3MiH (DEHOTHMY Y
xBopux Ha MB MoxyTb OyTW iHLWI KniHiuHi NposiBY, sKi gonoma-
raloTb 3anifo3puTu uen giarHos. [Jo HUX HanexkaTb:

B PaHHbOMY [MTMHCTBI — COJIOHA Ha CMaK LUKipa,

— LyXXe LBWAKE BUHUKHEHHS! 3MOPLLOK Ha Masblsx y BOZi,

— 3aTpuMKa NpUpOCTy Macu y [OWTHUHKM 6e3 HasBHOCTI
cTeatopei,

— 3aTsKHA OOCTPYKTHUBHA >KOBTAHULS,

— nceBpo-batnep cuHApoM 3 rinoHaTpeMieto /rinokaniemieio
Ta MeTaboNiuYHUM anKkanosom,

— reMoJliTUYHA aHeMisi uM HabpsAKM, WO CYNPOBOKYIOTb
nedpiumnt BiTaminy E,

— acTMma;

B Mi3HbOMY OUTHHCTBI — 3HWXKEHHSI TONIEPAHTHOCTI A0 Fto-
KO3MW 3 MNOJiAINCiero, Noniypielo Ta BTpATolo Macu Tina,

— 36iNbLUEHHA NeYiHKM,

— nopTasbHa FiNepTeH3is 3i crnieHoMerasnielo Ta BapuKO3-
HWM PO3LUMPEHHSM BEH CTPaBOXo4y,

— Manui 3picT, 3aTpuMKa nybeprary.

KniHiuHa piarHOCTMKa 3 BUKOPUCTAHHSM Napak/iHiuHWX [oc-
NifXeHb BU3HAETbCS OCHOBHUM KPWTEPIEM MpPW BCTAHOBJEHHI
ZiarHosy MB.

BincyTHicTb xapakTepHWx 3MiH cheHoTHNy, abo ayxke Mana
CTYMiHb iX BUPAXKEHOCTI MOXe MaTu MicLe y XxBopux Ha MB 3 ner-
KUM nepebirom xsopobu, npu atunosux dopmax MB Ta B nepiog,
KWW nepepye KAiHIYHIM MaHidecTauii 3axBOpIOBaHHS.

Cimelinui anamres. Y ocib, aki maoTb (abo Manm) pigHux Gpa-
TiB uM cectep xBopux Ha MB, icHye puaunk B 25 % Tex ByTh XBOpHM.
Tomy Bci ciber xBoprx Ha MB nignsraiotb NPMCKINAMBOMY KiHIYHOMY
OBCTEXKEHHIO, MPOBEAEHHIO MOTOBOI NMPOGW Ta MOEKYSPHOI
LiarHOCTUKM (y BMNAAKy iHPOPMATUBHOCTI KOHKPETHOI CiM 'i).

lTomoGBa npoba. Leh tect € "30n0TMM cTangaptom” B giar-
HocTuli MB. Knacuunuit metop 3a lib6coHom-Kykom nonsrae y
BU3HAUYEHHI KOHLeHTpaLil ioHiB xnopy Ta Hatpito (abo nuwe xno-
py) B mopuii noTy, KWK OLEPXKylOTb BUKJIOYHO B CTaHAAPTHIN
npouenypi ioHocopesy 3 ninokapniHoOM.

Mo3uTHBHOIO MOTOBa NPOBa BBAXKAETHCA NMPU KOHLEHTPaLil
xnopuais 6inblwe 60 meks/n, cymHiBHolo — npu 40—60 mexs/n,
HeratuBHoto — npu 40 mMekB/n i MeHwe. [liarHOCTUUYHY 3HaUM-
MiCTb Ma€ MO3WTUBHWIM pe3ynbTar B LBOpa3oBoMy, abo Gisbluie
NOBTOPI 3 IHTEPBAJIOM MiXK aHasli3aMu B ABa TWXKHI, MPW MiHIMasIbHiH
KinbkocTi noty 8 100 Mr, npu NpaBWIbHOMY TEXHIYHOMY BHKOHaHHI
KBasli(pikOBaHWM NEPCOHANIOM, Y MOBHIM BiANOBIAHOCTI 4O CTaHAAPT-
HOT MeToamku. KoHueHTpauis xnopuay Ginbwa 3a 160 meks/n €
(Pi3i0NOriYHO HEMOXK/IMBOID, TAKUW pe3ysibTaT CBifYMTb NPO Mo-
MWJIKK B OfEP>KaHHI MOTY YM NpU HOro aHanisi.

Ddanbl-HeraTMeHO MoXxe ByTH Npoba y xsBopux Ha MB 3 ri-
nonpoTeiHeMIelo Ta HabpAKaMM, NPH NPUMOMI AeAKUX aHTUBIOTHKIB.

Y xBopwX y Bili Ao 3 MicAUiB AiarHOCTUYHWM piBEHb X/IOPHAIB
NOTY HWXUWM i cTaHOBWUTL 40 MekB/n.

Mdanbl-no3uTHBHA Npoba Mae Micue NpU HasBHOCTI Takux
BigMiHHWX Big MB 3axBoptoBaHb, ik HaJJHUPKOBa HEAOCTATHICTb,
Hed)poreHHUH HeLyKpoBui aiabeT, Hedpos, cuHapom Mopiaka,
rinoTMpeos, Mykonosicaxapupos, eKTofepMalibHa Aucnaasis,
rnikoreHos Il Tuny, dyko3sifos, TsaKka AUCTpodis Ta HepBoBa
aHoOpeKcis, CIMEMHWN XxonecTas, CiMeWHWW rinonapaTipeoigusm,
BlJl-iHdpekuis.

Mpu atunosii dopmi MB notosa npoba Moxke 6yTH HopMasb-
HOIO UM Mexytouoto 3 Hopmoto. OnucaHi neBHi BUAM MyTauil B
TPBM reHi, siki cynpoBOmKylOTbC HOpPMasbHOK abo BAU3bKOIO
[0 HOPMH KOHLIEHTPALIEIO XJIOPUAIB MOTY.
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TakuM uMHOM, NO3MTHBHA NOTOBA NPoba B BiNbLIOCTI BUNAAKIB
npW HasBHOCTI xoua 6 ogHoro KJiHiuHoro nposisy MB nigTeepa-
XKye piarHos. Ane HeraTMBHa notosa npoba He O3Hauyae BiACyT-
HocTi MB y xBoporo.

10eHmuepikayisi 0Box mymauiti 8 TPBM eeni. MytauinHui
aHania NpoBOAMTbCSA B creuiasiizoBaHux naboparopisax. Sk Mmare-
pian ans opepxkanHa JHK vacTiwe BUKOpUCTOBYIOTH KPOB (LisIbHY
KPOB 3 fofaBaHHAM renapuHy uv ELTA B 3anexkHocTi Big mMeTomy,
UM NASMK KPOBI Ha creLiasbHOMY (PifbTPyBasIbHOMY nanepi), Kaitu-
HU ByKanbHOro enitenito, AN NpeHaTasbHOI Ta NpeiMnaaHTauifHOl
LiarHOCTUKM — KNITUHW XOpIiOHa, aMHiOHa, NMaueHTH, OKpeMi
6nactomipu. 3 monexkyn [OHK, sk npasuno, 3a gonomoroto nonime-
pa3HOI NaHLIOroBoi peakuii oaep>KytoTb 6arato Konii, nicns yoro
aHanisyloTb HasBHIiCTb i BUA, MyTauih B TPBM reni. 3apa3 Bigomo
6inbwe 1000 pisHosugie MyTauii. HakuacTiwe 3yctpiuaetbes my-
Tauis, wo Oyna igeHTudikosaHa nepwoto — DF508, Habararo
pigwe G542X, W1282X, N1303K, R117H Tta iH. BcraHoBneHHs
BUAY MyTaLiM Ma€ He nvLle AiarHoCTUYHe (NigTBepLKEeHHS giarHo3y
MB fo uv nicns HapogyKeHHs XBOPOro), afie U fesiKe NPOrHOCTUYHE
3HaueHHs (icHye neBHa Kopensuis reHoTUn — deHoTwHn).

Xeopi Ha MB, wo maioTb B 060X anensx ofHakoBsi MyTauii,
€ romMOo3urotamu, a Ti, WO MaloTb Pi3Hi BUAM MyTauik B ABOX
anenax TPBM reHa — komnayHaHWUMU (36ipHUMM) reTepoauroTa-
mu. batbkn xBoporo Ha MB B nepeBaxkHiH 6inblIOCTi € reTeposu-
roTHUMH Hocismu TPBM rena.

B npoueci nigtBepaxeHHs piarHo3ly MB BusiBneHHs [Box
myTauii. TPBM reHa B 06ox xpomocomax 7 € BUCOKO creumdiy-
HWUM, ane He Ly>Ke YyT/IMBUM TECTOM. TOMy NpPW HasBHOCTI OBOX
MyTaLiM giarHo3 MB y KOHKpeTHOro nauieHTa BBaXKa€TbCSi BCTAHOB-
JIEHWM, a HEBUSBJIEHHS iX He O3Ha4a€e BigcyTHocTi y xBoporo MB.

BusiBnenHs amunoBux ghopm MB. ATunosui cbeHOTHN npu
MB BKkAtoYae XpOHiuHe 3aXBOPIOBAHHS AWXaNbHOI CUCTEMU Pi3HOI
TSXKKOCTi, HOPMaJIbHY €K30KPWHHY (PYHKLIO MNifLLIYHKOBOI 3a/103M
Ta HopMasibHuK (<40 MMOnb/N) UM MEXKYIOUMM 3 HOPMOKO BMICT
Xnopuay noty. Tako)K [O aTUnoBOi POPMH BiAHECEHO BMMAMKH,
KOJIM NaLi€HT MaE NvLle €OUHUI KITiHIYHWH NposiB (Hanp. naHkpea-
TUT, YP@KEHHS MEUYIHKW, CUHYCIT YM iH.). Y TaKMX XBOPUX NOTPIGHO
NPOBOAWTH MPUCKIN/IUBE KANiHIYHE, peHTreHosoriyHe Ta nabopa-
TOpHE OBCTEXKEHHS:

1. MikpobionoriuHe JOCAIAPKEHHSA BUAINEHD AUXATbHUX LLNAXIB.

2. Molwykn BPOHXOEKTa3IB:

— [LBOMipHa peHTreHorpadis;

— Komn'toTepHa Tomorpadis.

3. BuBuUeHHs cTaHy napaHasasbHUX CUHYCiB — [BOMipHa
peHTreHorpadis:

— Komn'loTepHa ToMorpadis.

4. KinbKicHe [OCNigYKeHHS 30BHILUHbOCEKPETOPHOI OYHKLi
MiALLTYHKOBOI 3a/103W MO enactasi Kany.

5. OBCTerKeHHs HOMOBIUMX CTaTEBUX OpraHiB — crepMorpama:

— yposoriyHe 0BCTEXEHHS;

— ynbTpacoHorpadis;

— 6ioncia seuxa.

6. BuknoueHHs iHWMX giarHo3is :

— anepris;

— iMyHonoriuHi npobnemu;

— MOPYLUEHHS CTPYKTYpH Ta (PYHKLi BildacToro enitenito;

— iHdpeKUin.

MigcymkoBui piarHocTuuHui anroputm MB. Lna 6inblocri
nauieHTie 3 MB giarHo3 nepen6ayaetbcsi N0 HasBHOCTI oaHiel abo
Ginblue XapaKTePHUX KAiHIYHWX 3MiH, Y4 3axBoptoBaHHs Ha MB
cibcie. AHomanbHa dyHKuis TPBM reHa 3BMuaiHO LOKyMeHTasb-
HO MiATBEPOYKYETbCA [OBOMA TECTaMW MiABMLLEHOI KOHLUEHTpaLii
XNIOpPULIB NOTY, NPOBEAEHUMH B OKPEMi AHi, UM igeHTUdiKaLieo
neox MB myTauii. Kniniunuii giarHos npogosskye notpebysatv ao-
[ATKOBUX 3yCW/b Y BUNALKY, KOJM MauieHT Mae TMnosi abo atuno-
Bi 3MiHW cpeHOTUNY, ane He nigTeepaykeHa aucdyHkuis TPBM reHa.

OcHoBHi 3acagu 6asucHoi Tepanii

1. MaHkpeaTHuHa HeJOCTATHITL 3yMOB/IEHA MOPPOIOTIYHUMM
HE3BOPOTHIMK 3MiHaMK B 3a03i (KicTogibpos), wo notpedye
NOCTiWHOI, MOXMWTTEBOI, AOCTaTHbOI, aAeKBaTHOI 3aMicHOi chep-
MeHTOTepanii.

2. MepBrHHI NopyLLeHHs npoueci TpaBneHHs npu MB HocsTb

nepeBaykHO XapaKTep MasbJMrecTii, a BXe BTOPUHHO BHWHUKAIOTb
asuwa Manbabcopbuii. ToMy MO3UTUBHUI edeKT 3acTOCyBaHHS
NiKyBaNIbHUX CYMILLIiB, SIKi MICTATb aMiHOKUCNIOTH, TPUMTiLEpPUaHK Ta
>KUPHi KUCNIOTH 3 CEPEeHbOIO AOBXXMHOIO JlaHLora i MOHOCaxapH-
IM, y xBopux Ha MB 3akoHoMipHHH.

3. Bucokuii BMICT iOHIB HaTpilo i X/IOpy B MOTi XBOPUX NPU3-
BOJMTb A0 HaAMIpHUX, a B AEesSKMX BUNafKax A0 KaTacTpodidHUX
BTpaT UMX MakpoenemeHTiB. [lofaTkoBe BBeAEHHS COJi 3 DKeto
npu MB € 0608 " s3K0BUM.

4. 3MiHM B NigWNYHKOBIM 3an03i npu MB, 3a peskuM BUKIO-
UEHHAM, HE HOCSATb XapakTepy 3anasbHUX, XBOPUK noTpedye He
3MEHLUEHHS BMICTY >KUpiB, BIisIKiB, ByrneBogis, a ix po3sLensieHHs
€K30reHHUMH pepMeHTaMK. [lieTMuHe XapuyBaHHS XBOPMX Ha
HeycknagHeHu MB He notpebye Hiskux obMekeHb B acOpTUMEH-
Ti NPOAYKTIB Ta cnocobi iXx NpUroTyeBaHHs.

5. XBopuit Ha MB Hapom>KyeTbcsi 3 MaKpOCKOMIYHO HenoLu-
KOIKEHUMU nereHamu, B Toi vac sk 90 % nauieHTis ymupaioTb
Bifl MOPYLUEHb AWXa/IbHOI CUCTEMMU UM iX ycknagHeHb. Lle nepe-
TBOPEHHSA 3yMOBMieHe NOCTIMHWM BUAiNEHHIM BpPOHXiabHUMKU 3a-
nosamu npu MB rycToro, B'3KOro cekperty, kil NopyLlye MyKo-
uiniapHUM KnipeHc, BUHWMKaE XMbHe KONo: 3acTii cnusy — obcT-
PYKUis — 3ananeHHs — iHdeKuis — rinepcekpeuia cauzsy. [ns
HeponyuweHHs popMyBaHHs XMOHOrO Kosia noTpiBHO NoCTiMHO
pO3pimKyBaTH | BUAANATH CNW3 i3 BPOHXIB.

6. MprepHaHHa fO 3ananbHOro NpoLecy B AWXasbHil cUCTEMI
BMCOKOMATOrEHHOI MiKPO/IOPHU, CXMIbHOI O MOCTIMHOI KOJO-
Hi3auii, BUMarae 3acTtocyBaHHS epEKTUBHUX aHTMBIOTUKIB He Mpu
3aroCTpeHHi 3aXBOPIOBaHHS, a PerynisipHo, NIaHOBUMU Kypcamu.

7. 3arylieHHs i 3acTii »KOBYi, CXWU/IbHICTb 4O YTBOPEHHS KOH-
KPEMEHTIB B >KOBHOBWAI/bHIN cuctemi npu MB notpebye 3actocy-
BaHHS YKOBUYOTHHWX Ta renaronpoTEKTOPHUX 3acobis.

8. AnimeHTapHi NpuuMHU AediluTy BiTaMiHie, B nepLuy yepry
>KMPOPO3UYUHHUX, Ta MIKPOEIEMEHTIB 3yMOB/IOIOTb HEODXIAHICTb
NOCTIMHOrO 3aCTOCYBaHHS NOAIBITaMiHHWX Mpenaparis.

9. JlikyBaHHS XBOPUX AOLINbHO NPOBOAMTH B aMByNaTopHHUX
yMOBax nNif, HarfsLOM Ta KOHTPOJIEM 3a NPaBUJIbHICTIO BUKOHAHHS
pekoMeHZaLin Nikapis perioHanbHUX LeHTpis MB.

basucHa Tepania MB

1. [ieta. PekomeHgoBaHo ofepykaHHs 3a noby 35—45 %
Kanopii 3a paxyHok xupy, 15 % — 6inky, 45—50 % — Byrne-
BOAiB. 3arafbHa KinbKicTb BiKiB, >KUPiB B AEHHOMY palioHi no-
BuHHa ctaHoButH 100 % Bif HanexxHWx 3a BiKOM, ByrneBogis —
125 %. XXupu nepesa>kHO POCAMHHOIO NoxomkeHHs. [logaTtkoso
cinb (NaCl) — po 3 pokis — 2—3 r/poby, nicna 3 pokis —
3—5r/pnoby. B »kapkomy Knimarti, npu rineptepmii, nocuneHomy
(Pi3UYHOMY HaBaHTaXKEHHI Ta NOTOBUAINEHHI — MiABULLEHHS [O3M
coni. OcobMBOCTI XapHOBOTO PEXMMY — MPOAYKTU HE MOBMHHI
BYTH 3HEXXMPEHWMH; PErysipHUM MPUHOM Ki 3 JOCTAaTHBOIO ne-
PepBOio MK HWUMU; BakaHO npuHOM ixXi BHoui (1—2 pasM).; goc-
TaTHsA KiNbKicTb rpy6oi KniTkoBuHW. Mpu HeobxigHOCTI 3acToco-
BYETbCS arpeCUBHE rOflyBaHHS 3a JOMOMOrol0 Ha3o-racTpasbHOro
30Hay abo racTpocToMM.

2. 3amicHa pepmeHTOTepanis, L0 CYNPOBOAXKYE KOXHWM
NPUMOM iXKi, 3 BUKOPHUCTAHHAM MiKpPOrpaHy/iboBaHUX (hePMEHTIB
NiALWNYHKOBOI 3a/103U B €HTepOCONtoBiNbHIM 060NOHL (KpeoH).

Lobosa no3a BupaxosyeTbes no ninasi — 1—10000 og /kr/
[leHb B 3aIeXKHOCTi Bifi CTYMNeHIO 30BHIiLIHbOCEKPETOPHOI Hepoc-
TaTHOCTI MiAWNYHKOBOI 3271034 | PO3NOMINAETbCA Ha KOXKHWM
NPUIOM Ki 3 ypaxyBaHHAM KisIbKOCTi Ta fKOCTi (ocobnreo BMicTy
Kupy) ki. Kopekuis [o3u npoBOAMTbCS O BiLCYTHOCTI
HEMTPabHOrO >KUPY B Konporpami, abo nigpaxyHKy KoewilieHTy
3aCBOEHHS XMPY B 72-roAuHHIM Konekuii kany. He pekomen-
LYETbCS 3aCTOCYBaHHS BUCOKOKOHLIEHTPOBaHWX (PepMeHTIB (KpeoH
25 000) gitam po 6 pokis.

3. CneuianbHi nikyBanbHi cymiwi (Mperectimin, MenTi-tOHiop) —
Yy AiTEN PaHHbOro BiKYy SIK OCHOBHWW YW [LOMOMiIXKHWUWA NMPOAYKT
XapuyBaHHsl, Y CTapluMx AiTed Ta JOPOCIMX — $K LOAATKOBHM
nponyKT, BaxkaHo Ha HiuHe rogysaHHsA. [lo3a KOJMBA€ETbCs B 3a-
JIXHOCTI Bif, BiKY i cTyneHio fediuuty macv Tina. Mpu npuiomi
cyMilwi He noTpibHO 3acTocoByBaTh, abo C/if 3HU3UTU AO3Y NaH-
KpeaTUYHUX hePMEHTIB.

YKpaiHCbKUI nynbMoOHoONOriuHui xypHan. 2003, Ne 2
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4. YKoByoriHHi Npenapatk — XONOroryM, xoneditoKc, CyMilli
TPaB 3 >KOBUOTiHHUM echeKTOM.

Mpu xonecrtasi, xonenitiazi — ypcoaeoKcUxonesa Kucnota
(ypcopanbk) — 10 mr/kr/peHb Ha npotsasi 6—24 wmicsuis no
3MeHLUeHHs, abo 3HUKHEHHs KoHKpeMmeHTiB. [pu BigcyTHOCTI
edoekTy uepes 12 micauie — nikyBaHHS BiAMIHSETbCS.

Mpw nosBi kNiHiuHKMX Ta Y3 03HaK LMpO3y nediHkn — S-afe-
Ho3in-L-meTioHiH (rentpan) — 20 mr/Kr/peHb po3ginvTu Ha 2
paau; nouartkosui Kypc B/8 — 10—14 gHis, notim B TabneTkax
B Tivi ke po3i — 10—20 gHie. Kypc noeTopiototb 2—3 pasu Ha pik.

5. Mykonitvkn — nocriHo, abo 3 nepepBamMu B AeKifibKa
[HiB, ane He binble 7.

N-auetinumcrein (AUL, dnoimyuin) — 30 mr/kr/noby; gi-
tam po 2 pokie — go 150 mr/poby, 2—6 — po 300 mr/poby;
6—10 — 450 mr/poby; 10 pokis i crapwi — 600 mr/poby.

S-kapbomeTinuucrein (ectisanb, GpoHKoKNap) — AitaM 2—6
pokis go 750 mr/poby, crapwi 6 pokis — go 1500 mr/poby.

Ambpokcony rigpoxnopua (nasonbeaH, ambpokcon) — gi-
am 1,2—1,6 mr/kr,

Litam po 2 pokis go 15 mr/poby, 2—5 pokis — po 22
mr/noby, 5—12 pokie — go 45 mr/poby, crapwi 12 pokis —
no 150 mr/poby.

MoxknuBo noegHaHHs amMbpoKkcony 3 aueTinuucteiHom abo 3
kapbouucteiHom. HebarkaHO npuiMaTh aueTinumucTeiH pa3om 3
aHTUBioTMKaMK, noTpibHa nepepsa B 2 roguHW. AMOPOKCON Has-
naKku NOTEHUIIOE Aito aHTUBIOTHKIB, TOMY Kpalle 3aCTOCOBYBATH iX
ofHo4acHo.

®opMKU 3acTOCYBaHHA MepepaxoBaHUX MYKONITUKIB — per
0s, B iHrassuiax Ta napeHTepanbHo. [iNepTOHIYHMM PO3unH coni
(3 a6o 6 %) B iHranauisx. KoxHui xBopWi NOBUHEH MaTW iHAM-
BiZyanbHui iHranstop tuny Pari-Boy.

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

6. Di3nuHi MeToaM BUAANEHHS PO3PiAXKEHOro 3a LOMNOMOro
MYKOJITUKIB XapKOTHHHS: BibpaLiiHWi Macax, NepKycisi, KOHTaKT-
HE AWXaHHS B LPEHaXKHOMY MOJIOXKEHHi; TEXHIKA OYMLLEHHS Au-
XaNlbHUX LWAAXIB — AKTUBHWUM LMK OUXaNbHOI TEXHIKMW, ayToreH-
HUW ApPEeHaX, MO3UTUBHWIM TUCK Ha BUAOXY, AMXaHHS 3 dhnatepom,

[O30BaHWI MOMOBXEHWH BUAMX 3 onopoM rybamu, Ta iH.;
cnewjianbHi BNpasu, CTPMOKK Ha BaTyTi, BNpasu Ha M aui.

®DiznyHi MeToaM MOBinizauii Ta BUAANEHHS CNU3Y NPOBOASATb-
€A WopaeHHo, npu notpebi 2—3 pasu Ha fody, 3a iHAWBIAyaNbHUMM
CXeMaMM.

7. AnTubiotukoTepanis. Mpu Bubopi aHTUBIOTHKA Bpaxo-
BYIOTb Pe3yJ/ibTaTu MiKpOBIONOriYHMX AOCIKEHD CIU3Y 3 AUXasib-
HUX LLAAXIB.

Mpu HaseHOCTI Stph.aur. nepesara BifAAETHCA AMOKCULMITIHY,
KNOKCAUMAiHY, AIKNOKCaUuNiHy, pichaMniunHy, LedypoKcumy, ami-
HOr/MiKo3nAaM, a TaKoX 3aCTOCOBYETbCS KO-TPIMOKCA30/1.

Mpw HassHOCTI Ps.aerug. Haibinbl edeKTUBHI Linpodiokca-
UMH, a3/1ouini, ninepauiniy, uedrasigim, amiHornikosuau (tobpa-
MiUMH), iMineHeMm, Ta iH..

Mpu BCTaHOBNEHHI (haKTy KOMOHI3aLii AWXasIbHUX LUNSXIB
Stph.aureus Ta Ps.aerug. 6axaHo nnaHoBe NPOBEAEHHS Kypcis
LMNPOIOKCaLMHY, Y4 aMiHOTIIKO3UAIB, Y4 MOEAHAHHS Ledaso-
CropuHiB 3ro MOKOMIHHA 3 aMiHorfiKo3ugamu. XopoLlumi edpekT
NoKasyloTb AOBroTPHBasi KypcH KIOKCauuniHy per os Ta Tobpa-
MiLMHY B iHransyisx.

8. MNonisiTamiHK B KOMMNNEKCaX, SIKi MICTATb BOAO- Ta XKUPOPO3-
UMHHI BiTamiHu i MiHepanu (Se, Mo, Zn). KapHiTiHa rigpoxnopua.

Mpodcpinaktuka MB. lMpn nnaHyBaHHi HAPOAXKEHHS LUTHHU
B CiM'i, fe BxXe € uu byna guTMHa xBopa Ha MB, HeobxigHO
NPOBECTH MOJIEKYNIAPHUN aHani3 3 BCTAHOBJIEHHAM TWUMY MyTaLin
8 TPBM reHi y xBopoi AUTMHM Ta y 0BOX UNEHiB NOAPYKHbOI
napu. Y BWNapgKy BCTaHOBNEHHs ABox MyTauin TPBM rena y
XBOPOrO MOX/NMBa npeHaTasbHa abo nepegiMnnaHTauiiHa
LiarHoCTUKa reHoTUNny ManbyTHbOI [UTUHW 3 HAPOMXKEHHAM
300POBUX [iTeH TOMO3WIOTHUX MO HOPMasbHOMY anefio Ta
reTepo3uroTHUX HOCIiB MyTallil.

Y Bunagky igeHTUdiKauil nvwe opHiei 3 ABOX MyTauiM,
cimM's BBaXXaeTbCs HaniBiHpopMaTWBHOIO | T peKoMeHAyeTbCs
JOoJaTKoBe MPOBEAEHHs fochigpkeHb 3a gonomoroto [APD-
aHanisy. fAkwo i uen mMeTon He nNiABULLYE iHPOPMATUBHICTb
ciM'i, peKOMeHAYETbCS HAPOIXKEHHS NIULLE AUTUHU, SiIKa He Hece
NaTtoioriyHMA TFeH HaBiTb B reTEPO3WUroTHOMY CTaHi, abo
noTpibHe AOCAIAXeHHs aKTMBHOCTI (DepPMEeHTIB aMHiIOTHUHOI
piavHW Ons BUSIBNEHHA xBoporo Ha MB nnoay.

YIK:611.24-053.1

0.4. NagHui, C.P. Kowak, 10.l. Koponb, P.l. Xyk, L.I. PeayHb
BPOAXXEHI BAAU NEFEHb: AIATHOCTUKA, KNIHIKA, NNIKYBAHHA

JIbBiBcokuti depicaBruli medudrul yHiBepcumem im. [aruna asuybkozo

BpomxeHi Bagu nerenb (BBJ1) 3anuwatotbcs akTyasibHOO
[iarHOCTUYHOIO, NATOrEHETUYHOIO Ta TEPaNneBTHUHOK NPOoBaeMoto
Ny/IbMOHOJIOTiT, OCKi/IbKK iX MOMWIKOBO MPWMMAlOTb 3a 3BUYaMHI
hopmu XH3JN.

3 pO3BUTKOM JiereHeBoi Xipyprii Ta BTiNeHHAM iHhopMaTHB-
HWUX MeTOfiB [LiarHOCTMKKU BUsiBUNOCH, Wo BBJ1 3ycTtpivatotbes
yacTille HiX BBaXKa/IM i € NMPUUYMHOIO (POPMYBaHHS BTOPHUHHMX
3anasnbHUX npouecis. IHpopmauis npo yactoty BBJ1 posbixHa:
gig 1,4 % (A.H. bakynes ta P.C. KonecHukoga) no 40 % (Me-
penbmaH M.H., MnatoHoe H.H., ®eodumnos I'.J1.). J. Horany Bka-
3Y€, WO 3rigHO CeKUiMHWX aaHux, sig 60 % ao 78 % XH3/ sy-
MOBJ/IEHO BajaMu po3BUTKY. OueBMOAHO NpPUUYMHOIO TaKoi
PO36iXHOCTI € cy6'eKTUBHA OLLIHKa [iarHOCTUUHUX KpUTepiiB Baj,
PO3BUTKY OPOHXOJIEreHeBUX CTPYKTYp Ta TpWBanWi Gescumn-
TOMHMWI nepebir B pesynbTati afantauiiHUX MOXJ/IMBOCTEM Op-
raHiamy.

[iarHocTvka Baji PO3BWTKY JlereHb BUMara€ KOMIMJIEKCHOrO
LOCNiIKeHHS, sike nepepbadae KOHTpacTyBaHHS OPOHXiB Ta Cy-
IMH nereHb: BpoHxorpadis, aHrionynbmoHorpadis, KT 3 KoHT-
pactyBaHHsaM, MPT. KniHiuHui aHania guHaMikv 3axBOplOBaHHS

© Nagrun 0.4., Kowak C.@., Koposb HO.1., Xyk P.l., ®eaysb L.M., 2003

YKpaiHCbKUW NynbMoHonoriuHuii xxypHan. 2003, Ne 2

BKa3ye Ha peLuauBytoumii nepedir 3 nepioguyHUMK 3aroCTPEHHS-
MU. [MepeBaXkHO NPOSIBU XPOHIYHOrO NEreHeBOro npouecy nosie-
NATbCA B AMTAYOMY abo NiANITKOBOMY Billi, TSXKKO MigAaloTbhCs
NiKyBaHHIO | Nporpecyoun NpuBOAsATb AO CTiMKOI iHBanigM3auii. Y
Jopocnux nauieHtie 3 BBJ1 cnoctepiraetbcs XpoHiuHa HapocTaio-
Yya AuxanbHa HeJoOCTaTHICTb, MPU aHOMaii PO3BUTKY JIEreHEeBUX
CyIMH — KpoBOXapKaHHA abo npodyy3Hi KpoBoTeui.

B nynbmoHonoriyHik nikapHi  JIbBiBCbKOI 3ani3HuLi  Ta
JlbBiBCbKOMY perioHasbHOMY (PTU3iONYIbMOHOJIOTIYHOMY LEHTPI 3
1972 no 2002 pp. npu obcTexkenHi 637 nauieHTiB BpogyKeHa Ba-
Aa nereHb Byna sanigospeHa abo piarHoctoBaHa y 577 oci6, i3
Hux 87 piten ta nignitkis. Y 42 nauieHtis BBJ1 BussneHa nig vac
TOpPaKOTOMii 3 MPUBOAY KYNSICTOrO YTBOPY JiereHb HEeBiLOMOro re-
He3y, a y 18 — piarHoctoBaHo sviwe Ha ayToncii.

YMoBHO BUAineHo pABa nepiogd y Bepwudikauii BBJI:
1972—1986 pp., KoM piarHocTuka Gasysanacb Ha PEHTreHO-TO-
MorpadiuH1x, OpoHXOorpadiuHMX Ta aHriony/JbMOHOOMYHKUX
pocnipkernsax; 1987—2002 pp. — KT ta MPT cytTeBo nigsuum-
AW iHpOPMaTHBHICTb AiarHOCTUUHKX aocnimkeHb. Ocobnvee 3Ha-
YeHHsI Ma€ NpoBefEeHe KJIHIKO-PEHTreHO/IoriYHe Ta aHaToMiyHe
CniBCTaB/IeHHs pe3ynbTaTiB LOCNIIXKEHHS, Bpaxosytouu wo 493
nauieHTU npoonepoBaHi i giarHo3 BBJ1 nigTBepaykeHo nmatoricto-
JIOTIYHWUM 3aKJIIOUEHHAM.





