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InTepcTuniaabHi 3axBopoBaHHfL JiereHb y iHdanTiB i giTei
(Childhood interstitial lung disease, chlLD) — 1ie rereporenna rpyma mepe-
BaXHO PIAKICHUX XPOHIYHHAX XBOPOO, IO XapaKTEePH3YIOTHC OU(Y3HOIO Jere-
HEBOIO 1H(IIBTpaIi€l0, pECTPUKTUBHUMH MOPYIIEHHIMH (YHKIIi 30BHIITHEOTO
JUXaHHS Ta TMOPYIIEHHSM ajbBEOJIPHOrO Ta3o00MiHy. Ilatomopdonoriuno
TepMiH "IHTepCcTUIialIbHE 3aXBOPIOBAHHS JIETEHb' 03HAUYa€ albTepalilo JereHe-
BOTO IHTEPCTHILIIO, TPOTE JAaHa IpyIia 3aXBOPIOBaHb OXOILTIOE CTaHH, IO MOB'S-
3aHi 3 Ypa)KE€HHSAM HE TiJIbKH IHTEPCTHUIIIIO, a i albBEOJI Ta IUXAIBHHUX IIUISXIB.
TakuMm 4MHOM, IHTEPCTHIIANBHI 3aXBOPIOBAHHS JIET€Hb BIXHOCATH 10 auy3-
HHUX mapeHxiMaTo3Hux 3axpopioBaub Jierenb (diffuse parenchymal lung
disease, DLD), ocHOBOIO SIKUX € Ypa)K€HHs JIETCHEBOI MapeHxiMu (He TiIbKU
JIETeHEeBOr0 IHTEPCTHLIIO, ale il albBEONIAPHOIO CMiTeNito, MyJbMOHAIBEHOTO
KaIllIIPHOTO CHIOTEINI0, TePMiHATBHIX OPOHXION).

[MommpeHicTh iHTEPCTUINIATFHUX 3aXBOPIOBAHB JIETCHD Y AiTEH € TOCUTh
BapiabeNpHOI0 B Pi3HUX KpaiHaX CBITY, TOMY IO B OLTBIIOCTI KpaiH CBITY pe-
ecrpanist ChILD He nocTaTHRO CHCTEMaTH30BaHa, 10 0OYMOBIICHO Bapiabeib-
HICTIO Ta CKJIaJHICTIO BU3HaueHHs crenudiuaux gopm. Ilix yac craructuaHoro
aHanizy posnoBcropkeHocti ILD y Benukiii bpuranii yactoTa 3aXBOproBaHHs
Oya 3aHanTO HU3KKOIO i ctaHoBuia 0,36 Bumankis / 100 000 miteii 1o 17 pokis.
Tomy B 2006 p. Oyno crBopeHo HarioHanpHHI AOBIIKOBHI LIEHTDP 3 MUTaHb
pinkicHUX 3axBoproBaHb JiereHb (Respi Rare) 3 meroro nenrtpamizarii 300py
nmaauX. Tak, y @paHIii KokHI TpU pOKH BUSABILIETHCS MOHAA 200 HOBUX BHUIIAAKIB
ILD. Onmnak ~25 % mnarmieHTaM crenuivHAN AiarHO3 AOCI He BCTAHOBIICHUH.

TepminoJioris

CunapoM IHTepCTHIIAJLHOTO 3aXBOPIOBAHHS JIeTeHb Yy [iTel
(childhood interstitial lung disease, chILD) Bu3nauaetscst y miteit 3a yMOBH
BUKJIIOYEHHSI PECHIpaTOpHOTrO JHUCTPECY HOBOHAPO/KEHUX, MYKOBICIHMIO3Y,
NEepBUHHOI IMJIiapHOT JUCKiHEe3ii, BpokeHoro abo HaOyToro iMmyHoxedinury,
NPUPOJDKEHOT BaJiK ceplis, OpOHXOMyIbMOHANIBHOT JucIuIasii, JereHeBoi iHde-
KUil, peunaAnBHOI acmipauii. Jlo qu¢y3HuX mapeHXxiMaTo3HHX 3aXBOPIOBaHb
aerenpb (diffuse parenchymal lung disease, DLD) okpim chILD BigaocsTsh
OpOHXOITYIBMOHANIBHY JTUCILIA3110; MYKOBICIIM/I03; IEPBUHHY LIMJIIapHY AMCKi-
He3i10; PEeUIMBHY aclipallio; ypaKeHHs JereHb y JITeH, 110 3yMOBICHE BPO-
JUKEHHMH 200 HaOyTuMH IMyHOAE(INUTHHUMHU CTaHaMH, BPOJUKEHOIO BaJIOIO
ceplis, JISTEHEBOKO iH(EKIIIETO.

Jndy3Hi napeHxiMaTo3Hi 3aXBOPIOBAaHH JIeTeHb — FETEPOreHHa Ipymna
pecnipaTopHHUX po3Jia/liB, HEPEBAYKHO XPOHIYHUX, SIKi MOTIPIIYIOTH pECHpaTOpHy
(hYHKIIIIO JIETEHB 32 PaxXyHOK CTPYKTYPHOI ayibTeparii JIEeTeHEBOTO iHTEPCTHIIIIO,
AIBBEOJIIPHOTO EIITENII0 Ta MyIbMOHAIBFHOTO KaIUIAPHOTO €HIOTEMIIO.



Kaacudikanis 1udy3HuX napeHXiMaTO3HHX 3aXBOPIOBAHb J1ereHb

I. DLD, 6inpm nommpeHi y niteit < 2 pokiB
1. JndysHi nopyiieHHs PO3BUTKY:

a) anuHApHA JAUCIUIA3IS;

b) BpomkeHa ambBeONAPHA AUCIIIA3IS;

C) aJbBEONIAPHO-KAMISIpHA TUCIUIA3is 3 HEIOCTAHTICTIO JITCHEBOT BEHH.

2. AHowmarii OyIOBH JIeTEHb:
a) JereHeBa rimoriasis;
b) xpomiuHa HeoHaTasbHA JIETeHEBA XBOPOOA!
1) xpoHiyHE 3aXBOPIOBAHHS JICTCHb, MOB'I3aHE 3 HE3PUIICTIO JIETCHb
(bpouxonereHeBa qucIIIasis);
2) XpOHiYHE 3aXBOPIOBAHHS JICTCHb HEMOBJIAIT, HAPO/KCHHX Y TCPMiH;
C) CTPYKTYpHI 3MiHHU JIETeHb y AITeH 3 XPOMOCOMHUMH aHOMAIsSIMU;
1) tpucomis mo 21-it mapi XxpoMocomH;
2) iHmmi;

d) mos's3aHe 31 BPOIKEHOIO BaIO0I0 CEPIS Y AITEH 3 HOpMAIBLHUM Ha0OpOM
XPOMOCOM.

3. Cnenundivyni cTaHW HEBU3HAYCHOT 200 HEOCTATHHO BU3HAUCHOI €Ti0MIOTi:

a) rimeprutasis Hedipoengokpunuux kiithH (NEHI, neuroendocrine cell
hyperplasia of infancy);

b) mynepMOHaJBbHMIT IHTEPCTUIATBHUI TIIIKOTEHO3 (MIEPBUHHUI, acoliiio-
BaHUI1 3 IHIIMMU ITyTbMOHAJIbHUMU CTAaHAMH).

4. Myrtanii npoTeiHiB cypdaKkTaHTa Ta CYITyTHI pO3IaH:

a) remermuni myrtarii SPFTB-PAP (BapianT IOMiHYIOUYOTO TiCTOJNOTIYHOTO
HaTepHy allbBEOJSIPHOIO MPOTETHO3Y);

b) remernuni myramnii SPFTC-CPl — noMiHaHTHHI TiCTONOTTYHMN BapiaHT ma-
TEPHXPOHIYHOI'O ITHEBMOHITY, JI€CKBAMATUBHOI IHTEPCTHLIaIbHOI THEB-
monii (DIP; desquamative cell interstitial pneumonia) ta Hecnenndivaoi
inrepcruiiansHoi mueBmowii (NSIP; nonspecific interstitial pneumonia);

c) rewernuni mytarii ABCA3-PAP (BapiaHT ZOMiHYHOYOTO TiCTONIOTiYHOTO
NaTepHy aJbBEOJIPHOTO MPOTETHO3Y Ta XPOHIYHOrO ITHEBMOHITY y iH-
¢anris (CPI, chronic pneumonitis of infancy), DIP, NSIP;

d) iamr ChILD 3 ricrosoriero, 1o BiAMOBifae KIiHill AUCHYHKINT MOBEPX-
HEBO-aKTUBHOI PEYOBUHH, JOBEACHOI 0€3 TEHETHIHOTO PO3JIaay.

Il. DLD, ne cneundivni 115 iHpaHTIB
1. DLD y nepBHHHO 310pOBHX IiTEH:

a) indexuidHi Ta moctiHpekuiiiHi npouecu: OakTepiadbHi, (yHranbHi,
MikoOaKTepianbHi, BIpyCHI;

b) DLD, moB's3ani 3 HaBKOJHIIHIM CEPEIOBUINEM: TillEPCCHCHTHBHA
ITHEBMOHIS, IHTaJISI] TOKCHYHIX PEYOBUH;

C) acmipauifiHuii CHHIPOM;

d) eo3uHOGiNbHA MTHEBMOHIS;



€) rocrpa iHTepcTHIliajgbHa MHEBMOHIsN / cunapom Xamena—Piui / igiona-
TUYHE AU(y3HE aJIbBEOJISIPHE yparKeHHS,
f) Hecmernm@iuHa iHTEpCTHITIATBHA THEBMOHIS;
0) imiomaTHYHUIT TyTbMOHAIBHUHA TEeMOCHACPO3;
h) immor.
2. DLD y niTei i3 3aXBOPIOBaHHSIMH 1HIIUX CHCTEM:
a) imyHozedinuTaMH;
b) cunapomom I'yacnadepa;
C) XBOpOGAMH HAKOTIMYCHHS;
d) capxoinozom;
€) ricrioruTo3oM i3 kiThH JlaHrepramca,;
f) s3nosikicHumu iHbiTBETPaTaAMHU.
3. DLD iMyHOKOMIIPOMETOBAaHOTO OpPTaHi3MY:
a) OmopTyHICTHYHA iHDEKIIis;
b) DLD, nos's3ani 3 TepaneBTUYHAM BTPYYaHHSIM;
c) DLD, noB's3aHi 3 CHHAPOMaMH TPAHCIUIAHTAIIl Ta BiITOPTHEHHS;
d) mudys3Hi anbBEONAPHI YIIKOIKEHHS HEBiJOMOI €TiOJOT1i.
4. 3axBOpIOBaHHS, L0 MACKYIOTHCS SIK IHTEPCTHIIAIbHA XBOPOOA JIEreHb
a) aprepiaibHa riePTOHIYHA BACKYJIONATIS;
b) sacriiina BackyomaTis, BKIFOYA0YH BEHOOKITIO31HHE 3aXBOPIOBAHHS;
€) mimdaruvHi po3nany;
d) sacriiini 3MiHu, NOB's13aHi 3 AUCHYHKITIEO ceps.
I1l. HexmacudikoBaHi — Ti, 0 BKJIFOYAIOTh XBOPOOH KIHIIEBOI CTaii, Hemiar-
HOCTHYHI 010TICIT Ta Ti, 1110 MAIOTh HEAJCKBATHUI MaTepia.

Hiarnoctuka ChiLD

Hiarrno3 ChILD BCTaHOBIIOETBCS 332 HAsIBHOCTI IOHAMMEHII TPHOX
i3 HACTYITHUX YOTUPHOX KPUTEPIiB:

1) muxaibHI CHMIITOMHU:

— Kallellb;

— Taximyoe abo 3aauIKa;

— 3HIKEHA TOJEPAHTHICTH A0 (i3MYHOTO HABAHTAKEHHS;

2) pecmipaTOpHi O3HAKH:

— TaxIiImHOE;

— JI0/1aTKOBI1 3BYKH;

— perpakuisi MiXXpeOepHHUX MTPOMIXKKIB,;

— nansIi B hopMi 6apabaHHHX MATHYOK;

— 3aTpUMKa (Pi3MIHOTO PO3BUTKY;

— IUXalibHa HEAOCTATHICTD,

3) rimokcemis;

4) audy3Hi MapeHxiMaTo3HI MOPYIICHHS Ha PEHTTeHOrpami abo KOM-
n'torepHiit tomorpadii (KT).



Ilian o0crexxenHs nauienra 3 ChlLD

O0'eKTUBHE TOCIIIHDKEHHS.

Di3uYHUI PO3BUTOK.

ITynbcokcumeTpis.

PenTrenorpadist opradiB rpyaHoi KIIITKH.

Komn'rorepHa TomMorpadist BHUCOKOiT pO3AITFHOT 30aTHOCTI.
Exoxkapmiorpadis.

I'eHeTHuHE TeCTyBaHHS.

bponxoanbBeonspHuil 1aBax.

. biorcis nerews.

Omxe, mouatok aiarnoctuku ChlLD ckmagaeTbest 3 IE€TaIbHOTO aHATIZY
icTopii XBOPOOH Ta PETENFHOTO KIHIYHOTO 00cTekeHHSI. HacTymHIM KpokoM
MAaroTb OyTH HEiHBa3WBHI, a 3rOJIOM I iHBa3WBHI TeCTH. 3a3BHYaid, IIOCIiTOBHICTh
MpOIeTyp 3AIMCHIOEThCS BiJl HAMEHII iHBa3WBHUX IO HAMOLTBII iHBa3UBHHX,
MPOTE 1Sl HOCII0OBHICTh 3aJI€XKUTh BiJj KOHTEKCTY, TOCTPOTH Ta BAXKKOCTI CTaHY
MarieHTa.

©CoNOORA~WNE

XapakrepHi ckapru npu ChILD

1. TaxinmHOe BCTAaHOBIIOEThCs 3a KputepisMu BOO3 (yactoTa uXaHHS
BUMIpIOeThCs 32 1 xB): Y1 > 60 muxaisHEX pyXiB/XB y mitet < 2 mic; 3a Y1 > 50 mu-
XaJlbHUX pPyXiB/xB y mitei 2-11 mic; 3a U/l >40 nuxanbHuUX pyXiB/XB y miTed
12 mic — 5 pokiB; 3a U/ > 20 nuxanbHUX pyXiB/XB y AiTe# > 5 POKIB.

2. Timokcemis (SpO2 < 90 %).

3. Kpemnitamis.

4. Crarsamis 3pocTy.

3anuTaHHs, HA SIKi CJIil 3BepHYTHM yBary npu 30MpaHHi aHaMHe3y
3aXBOPIOBaHHS (0CO0/IMBO Y IMTHHU < 28 1i0 KUTTS)

1. Yu e cimeiina icropis 13J1 abo ChILD? [lnst marienTiB, Mo MarmTh Ci-
Mmeiiny ictopito I3J1 a6o ChILD, pekomeHmoBaHE IeHETHYHE TECTYyBAaHHS Ha
myTarii B reHax SFTPB, SFTPC, ABCA3, NKX2.1, FOXF1, na CSF2RA Ta
CSF2RB. 3a BiacytHocrTi cimeitnoi ictopii 13JT a6o ChILD 6axano mpoBoauTH
reHeTHyHe TecTyBaHHs Ha myTallii B renax SFTPB, SFTPC, ABCA3, NKX2.1,
FOXF1, CSF2RA ta CSF2RB npoBoautu 6axkaHo.

2. Yu € xiiHIYHI TPOSBU ITHEBMOHIT, cercucy abo iHmoro indexuiinoro
3axBoproBaHHA? HasBHICTh IMHEBMOHIi BU3HAYAETHCS, SKIIO PEHTTEHOJIOTIYHO
BU3Ha4YeHUH 1HOIIBTPAT JIereHb (4acTo MyIbTH(QOKAIBHI iH(IIBTPAaTH B 3aIHIX
1 JaTepalbHUX CErMEHTaX JIETeHb) Ta NPUHANMHI JBl 3 TPHOX KIIHIYHUX O3HAK
(temniepatypa >38 °C, neiikonnto3 abo JeHKoIeHis Ta THiHI cekpeTH) (nomipra
pexomenoayisi, cepedHill pigeHb 00KA3080CHII).

3. Uu € mpupoKkeHa Bajia ceplis, JiereHeBa rineprensis? PekomennoBane
MIPOBEACHHS exokapaiorpadii BciM aitsm 3 DLD 11 BUKITIOUEHHSI TPUPOHKEHUX



BaJ cepIs Ta JIETCHEBOI TimepTeHsii (cuibHa pexomenoayis, CUNbHULL piGeHb
00Kaz060cmi).

4. Yu e HIV abo inmmii imyHOIE(PinNT, MyKOBICINAO3, pPEIIINBHA ac-
mipamin? [Ipu migo3pi Ha mepepaxoBaHi BUIIE XBOPOOHM PEKOMEHIOBAaHO IIPO-
BoxuTu HIV-miarHOCTHKY, iMyHOTpaMmy, IIOTOBHH TecT, €30()aroayoJeHOCKO-
nito (nomipna pexomenoayis; cepeduiil pigens 00KA3060CHi).

5. Uu € xoMopOiaHi 3aXBOproBaHHA 200 ctaHu? [1711 HOBOHAPOXKEHUX,
AKi MatoTh cuHApoM DLD, Bpo/pkeHuil rinotupeos Ta TiMoTOHII0, PEKOMEHI0-
BaHe reHeTnyHe TecTyBaHHsI Ha NKX2.1 (ToOTO, (hakTOopa TpaHCKpHUIILIi IIUTO-
noai6Ho1 3an03u [TTF]) myrauii abo aenenii (cunvha pexomenoayis).

JlonaTkoBi 3anMTaHHs, HA AKI CJid 3BepHYTH yBary npu 30MpaHHi
aHaMHe3y Y IMTHUHHU > 28 1i0 KuUTTA

1. Yu Oyma KHCHE3aJICKHICTH y HEOHATAIFHOMY Tepioni? BusHaunTh
3arajgbHy TPHBANICTh KHCHE3aJEKHOCTI, BEHTWIALIl 3 MO3UTHBHUM THCKOM
1 recTariifHAH BiK TIPM HAPODHKEHHI / 3aTPUMKY BHYTPIITHHOYTPOOHOTO PO3BHUTKY Y
JUTHHM. 32 HasBHOCTI KHCHE3AJICKHOCTI micas 36 THX HMOCTMEHCTPYaJIbHOTO
BIKy y TiepeAdacHO HapOKCHOI TUTHHH JiarHOo3 "OpOHXOJIETeHeBa qUCIDIasis’
HMOBIpHHI.

2. CimeliHuii aHaMHe3 ajeprii, acTMH a00 XPOHIYHOTO 3aXBOPIOBAHHS
JereHb.

3. MenukaMeHTO3HHMI aHAMHE3: BHUKOPUCTAHHS JIOMOJIOTOBUX CTEPOi-
niB/cypdaxranta. [lepenik JikiB, sKi MpuiiMaB Mali€HT.

4. TlepeneceHi TpaBMH, ONEpaTHBHI BTpy4aHHs, iH}ekuii (mHEeBMO-
His/CeTIChC), HAsSBHICTh MPUPOKCHOI Baiu cepis 1 CynuH/miadparMaibHOI
HOPHIII/TIPUPOHKEHOT BaJl OPOHXIB Ta JIETCHb.

5. ®akTopu 0TOYYIOUOTO CepelOBHIINA: TIOTIOHOMATIHHS MaTepi i 9ac
BariTHOCTI, KYpiHHS WICHIB POJUHH, TBAPUHH/TITAXH HAa YyTPUMAaHHI POIIHH.

HeinBa3uBHi TecTn

1. PentreHorpadgisi rpyaHoi KJIiTKH, SIK IPAaBUIO, € IEPIINM AOCITIf-
JKEHHSIM, 1110 BUKOHY€EThCs pu 1migo3pi Ha ChlLD. Bona He Moxe 3a0e3neunTn
crenudivyHOTO AiarHo3y, ajle € KOPUCHOO I imeHTudikamnii cxoxux 3 ChiLD
XBOPOO.

2. Buckopo3zaiiibHa koMI’l0TepHa ToMorpadisi JereHb 3 BEeHTHJIsI-
uiero, mo kourpoarwerbest (Controlled ventilation high resolution computed
tomography, CV-HRCT) — iHmmii QiarHOCTHYHHHA METO., SKHH MepeBaxac
pertreHorpadito opraHiB rpyaHoi KIITKH 3a e(EeKTHUBHICTIO igeHTH]IKalii Ta
MarHiTHO-pE30HaHCHY TOMOTpadilo 3a CTyrneHeM po3aiiabpHOl 3aaTHoCTI. KoHT-
pacTyBaHHS Ma€ MPOBOJMTHCS 32 YITKUMHM ITOKa3aHHIMH, Y 3B’ 3Ky 31 3HAUHUM
HOTIpIICHHSAM 300paXkeHHs 3MiH iHTepcTuUio (peHoMeHy "maToBoro ckma").
IIposenennss CV-HRCT He € pekoMmeHnoBaHnM 0e3 aHecTesii, y 3B s3Ky 3 Be-



JINKOIO YacCTOTOIO CyOONTHMANbHUX PE3YNbTATIB BiJ] AUXAIBHHUX PYXiB. Y HO-
BoHapopkeHnx 3 TaximHoe skicth CV-HRCT mocsraeTscss KOHTPOJIHOBAHOIO
BEHTHJIAIIEIO HAa TJII HApKO3y (ITOJISTIIYE OLIHKY CTYNEHS "MOBITPSHOT MacTKH"
Ta MOMYTHIHHS CKJa, BU3HA4Yae Maib(opmarlii, 0 MacKylOThCs 3a aTeleKTa-
3aMH, ycyBae apTtedakT pyxy). SIKmo ceaamist He Moke OyTH MpOBEIeHa, MOXK-
JIMBE OTPHMAaHHS JIaTepalbHUX 300pakeHs (Bisyamizartist ripmra 3a CV-HRCT).
KT rpynHoi kiiTku Bucokoi po3ainsHoi 3naTHocTi (BPKT) pekomennoBana s
Jerainizanii po3noBcropKeHocTi ypakeHHs seredb. BPKT mpoBoasite y neHT-
pax 3 mocBimom mpoBeneHHs qutsyoi KT, cmaiicamu 1,5 MM. [HKOJIM MOXKITUBE
3HW)KEHHS 103 ONPOMiHEHHs y niTed < 63 kr Ha 20 %, NopiBHSIHO 3i 3BUYAii-
HUMH CKaHYBaHHSAMH BHCOKOI PO3IIIBHOT 3IaTHOCTI.

3. Jocaimxkenns ¢pyukuii 3oBHimusoro guxanns. ns ChILD xapaxk-
TEpHUH PECTPUKTHBHUH THUIl IOPYLICHHS IUXaHHS, [0 XapaKTEPU3YeThCS Ta-
XilTHOE, 3MEHIICHHSIM 00’€My BAMXY, 3HIDKCHHSAM JKHTTEBOI €MHOCTI JICTEHb,
3aJIMIIKOBOTO 00’ €MY JIETE€Hb Ta 3aralbHOI EMHOCTI JIET€Hb, & TAKOK OOMEKEH-
HsaM audy3iiHOT 34aTHOCTI JereHsb moao Monookcunay Byriemto (DLco). Ha
novatky ChILD o06'em neresb i DLco MoxyTh OyTH B Mexax HOpMU. PecTpuk-
THBHHUI THII MOPYINCHHA IMXaHHA HE MOsKe OyTHM BUKOPHCTAHUIH SIK BHCO-
xocnenudiunmii giarnocruunuii mapkep ChlLD, ockinbki MOXe BUSBIIATH-
csl TIpH capKoifo3i Ta ricTonuTo3i X. binbiry iHGOPMaTHBHICTh BUMIPIOBaHHS
PECTPUKTHBHOTO THUITY TIOPYLICHHS ANXaHHS Ma€ JUIi MOHITOPHHTY KJIIHIYHOTO
nepediry xBopoowu.

TecryBanns nereneBoi ¢yHkuii y niteir (iPFT) pexomennoBane HiTsm
3 ChILD s xpaioro po3yMinHs natoi3ionoriyHux 3MiH, IpOTe CIifl 3a3Ha-
YHUTH, 10 CTAHAAPTHA CIIPOMETPIst HE MOXKE IIATBEPAUTH PECTPUKTHUBHUI THIT
BEHTWIALIITHNX TOPYIIEHb.

4. Exokapaiorpagisi Mmae OyTu mpoBeieHa BCIM IITSIM JJIS BUKIFOUCH-
HSI IPUPOKEHUX BaJ] CEpLs Ta JITEHEBOI TiNepTeH3ii.

5. TI'eHeTn4Hi FoCTiIKEeHHA

a) Jlist HOBOHAPOKEHUX, SIKi CTPaXAaoTh Ha cuHapoM DLD, B ToMy
yucii Matoth ChILD abo cimeliny icropito ILD nopociux a6o chILD, pekomen-
JIOBAaHO TPOBOJIUTH TECTYBaHHS Ha TeHETHYHI aHoMallii, moB's3ani 3 DLD Ho-
BoHapopkeHuX (To6To MyTanii B reHax SFTPB, SFTPC ta ABCA3, sxi koxy-
1ot Oiiku SP-B, SP-C i ABCA3) (cunvna pexomenoayis, sucoxuii pieens 0o-
Kazoeocmi). Bei TeHeTHYHI AOCTIHKEHHS TOBHHHI TIPOBOAMTHCS cepTH(iKOBa-
HUMH JlaboparopisiMu.

b) [ns HOBOHapomKeHHUX, sKi MatoTh cuHApoM chILD, BpomkeHui ri-
MIOTHPEO3 Ta TIMIOTOHII0, PEKOMEHI0BAHO MIPOBOANTH I'€HETHYHE TECTYBaHHS Ha
NKX2.1 (tobt0, dakropa Tpanckpunuii murononionoi 3ano3u [TTF]) myramii
abo neneuil (curbHa pekomeHOayis, 8UCOKULL PIGeHb OOKA3060CML).



€) Jis HOBOHApOIDKEHMX, sKi MaroTh cuHapoMm chILD 3 muxaibHOIO
HEIOCTAaTHICTIO Ta pe(paKTepHOIO JIETEHEBOIO TINEePTEH31€10, PEKOMEHIOBAHO
nmociimxenns aenenii un mytanii FOXF1 (cunsna pexomenoayis, sucoxuil pi-
8eHb 00KA3060CMI) .

d) Jus indanrie (< 2 pokis), siki MaroTs cuaapom chILD, Mu pekomeH-
nyemo npooautu pociimkeHas mytamii SFTPC ta ABCA3, sxmo mogaTkosi
JOCITIJPKEHHS HEe JIAI0Th A1arHo3Y (CUibHa pekomeHOayis, GUCOKULL pieeHb OOKa-
3060cmi).

e) Juns indanTis, ski MaroTh cuHApoM chILD 3 anbBeossspHUM HPOTEi-
HO30M, a gocinimkeHas Ha SFTPC ta ABCA3 € HeraTUBHUMU, pEKOMEHIOBAHO
npoBoauTH reHeTryHe TectyBaHHs Ha CSF2RA ta CSF2RB (To6T0 perentop 2
[CSF2R] Ta xojoniectumynowoui B-naHutoru). IIpy MO3UTHBHUX TecTax Ha
CSF2RA ta CSF2RB MoXimMBEe BH3HAYCHHS TPaHYJIOIUTapHO-Makpodarais-
HOro KoJoHiectumymowdoro ¢akropa (GM-CSF) (crabka pexomenoayis,
HU3bKUll pigenvb oOokazogocmi). 'enermuni pocmimkeHHs mnai CSF2RA Tta
CSF2RB nHapasi moctymnHi TUIe B KOHTEKCTI JOCTIKCHb, aje, K OiKYEThCS,
BOHH CTaHYTb OUTBII JOCTYITHUMH B HAHONMIKIOMY MaliOyTHBOMY.

f) s indanris, sxi Maots cunaapom chlLD 3 rimotupeozom ta/abo
HEBPOJIOTIYHUMH aHOMaNisIMHU (HanpuKIaj, TiNoToHIs abo xopeoarteros), abo
AKi cTpaxxiatoTh Ha cuHapoM DLD, y Tomy umcni matote chILD abo cimeiiny
ictopito ILD mopocnux a6o chILD, pekoMeHIOBaHO NOCTITUTH 1HINI O3HAKH
MyTalliii reHiB noBepxHeBo-akTUBHUX peuoBuH: ABCA3 ta SFTPC Ta nposec-
TH reHeTH4He TecTyBaHHsa Ha myTanii NKX2.1 (to6to TTF-1) (cunvna pexome-
HOAaYisl, GUCOKULL Pi6eHb OOKA3080CMI).

InBa3uBHi TecTn

1. Bponxockomis 3 OpoHxoaabBeosipHM JaBaxem (BAL). Peko-
MEHJIOBaHa 'Hy4YKa OpOHXOCKOIIiS. 3a pe3ysibTaTaM1 JOCIIIKEHHS OpOHX0aIb-
BEOJIIPHOTO JIaBa)XKy MOJXKJIMBE BCTAHOBJIEHHS JliarHO3y NP BHUSABJIEHI MO3UTHB-
HUX KYJIBTYP MiKpOOIOJOTIYHOTO 1 BIpyCHOTO IOCIIJKCHHS, HAasBHOCTI MaK-
Ppogazie, HAaBaAHTAKEHUX TEMOCHICPUHOM (CHHAPOM AlTbBEOJSIPHOI TeMOTparii);
BusHadyeHHI [LIMK-no3uTHBHUX rpaHyl 3 0OMEXEHOI KUIBKICTIO KJIITHH; ajb-
BEOJSIPHOMY TIPOTEiHO3i (MOBipHA MyTallist IPOTEiHiB cypdakranta abo GM-
CSF — moB'si3aHi po3iaan); JOBEJACHI 1HTPAUTOIUIA3MATHYHI [ICHTaJIaMiHAPHI
BKITIOUEHHS (€JIEKTPOHHA MiKpOCKoTisi) abo nmo3utuBHe 3a0apeneHHs CD1a, ski
CBIZYaTh MPO JICTCHEBUH TiCTIOHTO3.

Ocobausocmi 6ponxoanvseonapnozo aagadxcy (bAJI), 3a axumu modxcnugo
npunycmumu cneyu@iuHull 0iaeHo3:

e BAJI-neiimpoghinia: indekuiiiHi 3aXBOPIOBaHHS HI)KHBOTO pecIlipa-
TOPHOTO TpakKTy (IMTHEBMOHis, OpPOHXiTH, OPOHXOEKTaTHYHA XBOpoOa), acmipa-
LIMHUI CHHIPOM, pecIlipaTOpHHUIA ANCTPEC-CHHIPOM;



e FAJl-eosunoghinia: DLD inmykoBaHa MenMKaMEHTaMH, €O3WHO(ITEHA
MHEeBMOHis, cuHApoM Yapx—Crpoca, acTMa, aJeprigdHuil OpOHXOMYIbMOHAIE-
HUH MiKO3, TTapa3uTapHi 3aXBOPIOBAaHHS, (yHTabHA 1H(EKIIis;

® uakpogaeu, HaBaHTAXKEHI JNiMMigaMA (pEIUINBHA acIipaltis);

o BKAJI-nimgpoyumo3s: nepeBaxaiotsh CIl 4 — capkoino3, mepeBaxxaroTb
CJl 8 — myIpbMOHANBHUM TiCTOIIUTO3, TIMIEPCEHCUTHBHUN MTHEBMOHIT, MEIHUKa-
MEHTO3HO 1H/lyKOBaHa IHTEpCTHLIIaIbHA XBOPOOa JIereHb, KOJIareHO3H;

®  KIimuHU Hakonuyenus TUNOBI Ui cuHapomy Himanna—ITika.

2. Biomcist serenb. [ HOBOHAPOHKEHUX Ta iH(AHTIB 3 CHHIPOMOM
chILD, y sskuX B iHIIUX JIarHOCTUYHUX JOCHTIKCHHSAX HE BU3HAYCHUN TOYHHUN
JiarHo3, abo y SAKUX € KIiHiYHA HeOOX1MHICTh TOYHOI JIarHOCTUKHU, PEKOMEH/TY-
€TBCSl IPOBOJIUTH XIpYpTiuHy OIOICItO JeTeHb (cunvbha pekomenoayis, 6UCOKUL
pigenb doxazosocmi). Xipypridai miaxoau 10 OIONCii JereHiB BKIOYAIOTh 00-
MeKEHy OIOICiI0 3 BIAKPUTHUMH JETeHSIMH (TOOTO BIIKPHUTY TOPaKOTOMIIO),
VATS i TpancKpunIiifHy Ta 4epe3mKipHy O10ICif0 TOJKO0. PexoMeHmoBaHe
MpoBeAeHHS Oiorcii 3a JOMOMOToI0 BimeoakycTwdHOi Topakockorii (VATS)
3aMiCTh BIAKPUTOI TOPAKOTOMIi (cuibHa pekomenoayis, UcOKuil pigeHb OOKa-
s060ocmi). Bioncitinuii Matepian moBuHeH OyTu mpuHaiimHi, 10 X 10 x 10 mm.
IToBepxHeBa OiOICis, KA HE MICTUTh JUCTAIBHUX NUXAJIBHHUX IUIAXiB, MOXKE
MPU3BECTH 10 JA1arHOCTHYHOT MOMIUIKHU. B imeasi 0iorncist HOBUHHA OYTH KIIUHOM
mpu TaubuHi 10 MM 1 20 MM B3[0BXK IJICBPAIBbHOI OCi, 32 BUHATKOM BHIIQJIKIB,
KOJIA I[bOT0 HE JOIMYCKa€e Maca marjieHta (ToOTO HOBOHAPOKEHOI0). 3pa3ku
GionTatiB JereHb HOBUHHI 0OPOOIISATHCS BIAMOBITHO 10 TPOTOKOJIB, /I OKpeMi
YacTUHH Oi0TICii POXOIATh (iKcalio (popMaliHy A TiCTOMATONOTII Ta iMy-
HOTICTOXiMii, MIKpOOIONOTIYHOT KyIbTYPH, 3aMOPOXKYBaHHS ISl MOXKIHUBOL
iMmyHO(QITIOOpECcTIeHIIiT a0 IHMMX CIEIialbHUX JOCTIKeHb Ta (ikcamil s
€IIEKTPOHHOT MIKPOCKOITi.

Jiaznocmuyni anzopummu 3anexicuo 6io 6iKy Oumunu
il cimeitnoi ma ocooucmoi icmopii DLD

1. Jina nayienmis < 28 0i6 srcumms 3 cimetinoro icmopieio 13J1 abo ChILD
MIPOBOASATBHCS J[BA OCHOBHMX JIOCII/DKEHHS: '€HETHYHHUI TECT Ta BHCOKOPO3-
JliTbHA KOMITIOTepHA TOMOTpadis JIETeHb 3 BEHTWIAIIEI0, 10 KOHTPOIIOETHCS
(Controlled Ventilation High. Resolution computed tomography, CV-HRCT).

VY nite#l 3 KNIHIYHUMH TPOSIBAMH PECIiPaTOPHOTO AHUCTPEC-CHHAPOMY
HOBOHAPOJDKEHHUX a00 MepcUCTyI040l MyIbEMOHAIBHOT TillepTeH3ii HOBO Hapoa-
xeHux (< 28 mib xurTs) 6e3 iHIMX ManbhopMaliif, OpraHiyHuX Ta (QYHKIIO-
HaJIbHUX PO3JafiB PEKOMEHJOBaHE T'CHETHMYHE MOCII/DKEHHs, MyTalii TeHiB
SFTPB, ABCA3. 3a BigcytHocti mytariii reriB SFTPB, ABCA3 nocnimxyiors
rean NKX2.1 Ta SFTPC. [lo3uTHBHI pe3ynbTaTn reHETHYHOTO TECTYBaHHS Ha
Oyab-sKi 3 IepepaxoBaHUX I'CHIB JO3BOJSIFOTH BCTAHOBUTH CHEIU(IYHUAN JTiar-
HO3 (0us. knacugirxayiro). 3a HAIBHOCTI HETATUBHUX PE3YJIbTATiB TEHETUIHOTO
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TECTYBaHHS IPOBOAUTHCS XipypridHa Oi0mcis JereHb, peKOMEHIOBaHE MPOBE-
JleHHs O10TICii 3a JOMTOMOTOI0 BileoakycTHuHOI Topakockorii (VATS).

Pesympratt CV-HRCT nmaroTh MOXKIWBICTE BU3HAYUTH CIHEIUGiTHI
KpHuTepii MyTarii mpoTeiniB cypdaxranTa (3a MiZ03pH OO0 MOPYIIEHb CHHTE-
3y cyptakranTa npoBogutbes pociimkenass SFTPB, SFTPC, ABCA3). Hditam
< 28 110 XUTTS, IKUM HE BAAJIOCS BCTAHOBUTHU JIarHO3 3a JOIOMOTOO I'€HETH-
yHoro Tecty Ta CV-HRCT, npoBoauthcs XipypriuHa 6io1cist JiereHs.

2. /Ina nayienmis <28 0i6 ocumms 3 abo 6e3 icmopii cimeinoi ma
ocobucmoi’ icmopii DLD TIpoBOAMTBbCS BHCKOPO3JIbHA KOMIT'IOTEPHA TOMO-
rpadis nereHb 3 BEHTHISILIE 1110 KoHTpotoeThes ( Controlled ventilation high
resolution computed tomography, CV-HRCT). I'eHeTnuHe TeCTyBaHHS € JOAaT-
KOBHUM IIPH HAsIBHOCTI IIBHIKOTO MPOrPEeCyBaHHs 3aXBOPIOBAaHHS ab0 MpH Ii103pi
Ha MOPYIICHHS CHHTEe3Y PYHKIIT cypdakTaHTa.

3. [Ina nayienmie <28 0i6 orcumms 3 cinomupeo3om ma M's308010
OJucmoniero IPoBOANThCS mociimkenas NKX2.1.

4. Jlna nayienmie >28 0ib srcumms 3 nepcucmeHyiero KiiHiYHux npossie
ChILD npoBoautscsi CV-HRCT, 3a sk0or0 MOXHA BHU3HAYUTH aJbBEOJSIPHUIMA
npoteino3 (mudy3sHe "MaroBe ckio"), TiNepIUIa3ito HEHPOSHTOKPUHHUX KIITHH
y iHdaHTiB, a00 3aXBOpIOBaHb, OB’ I3aHUX 3 TUchyHKUieo cypdakTanTa. [Ipu
mio3pi Ha aJbBEOJSIPHUH MPOTETHO3 PEKOMEH/OBAHE I'€HETHYHE TECTYBAaHHS
Ha CSF2RA ta CSF2RB.

5. VYV oimeit >28 0i6 srcummsi 3 nioo3poio Ha Ouc@ynkyio cypgpakmanma
(o3Haku anbBeossipHOTO mpoteiHo3y 3a manumu CV-HRCT) mocmimkyroThes
rean SFTPC, ABCA3.

6. V ingpanmis >28 0i6 scumms 3 nido3poro Ha cinepniazilo HeupoeH-
ooxpunnux xnimur (NEHI neuroendocrine cell hyperplasia of infancy) nposo-
1t CV-HRCT. Xapakrepanmu o3nakamu NEHI 3a CV-HRCT e rinepiadmns-
Iisl Ta "MaToBE CKIIO" TEpPEeBaXKHO B ITIpaBiil Ta cepeiHill YacTKax, SI3MYKOBUX
CerMEHTax, MEHIIe Ha mepudepii, MO3aluHICTh JETeHEeBOro pHUCyHKa. SIKIIo
YpakeHO He MEHIIE HiXK 4 CerMeHTH, IPOBOJISTh TECTYBaHHS JereHeBoi GyHK-
uii y mireit (IPFT) Ta Bu3Hayenns konuenrtpauii CO; 1o BIuXae i BUANXAE
namieHT. [liarno3 "HeWpoeHAOKPHUHHA TiNepIuiasis’ BU3HAYAIOTh IPH HAIBHOCTI
PEHTTCHOJIOTIYHNX O3HAK Timeprurasii HeHpOeHAOKPHHHUX KIITHH Ta OpOHXI-
anpHO{ o6cTpykii 3a iPFT. IIpu BincyTHocTi XapakTepHux o3Hak NEHI, mpote
SKIIO JiarHO3 HMOBIPHHN, IPOBOJUTHCS XipypridHa 0i0Tcis JIeTeHb.

[iaenocmuxa 3axeopiosans i3 2pynu DLD,
3 AKUMU RPOGOOSMb OughepeHyiiny 0iazHOoCIMUKY
00 6cmanosnennn diaznozy ma nouwamxy mepanii ChlLD:
e iH(eKUilHI 3aXBOPIOBAHHS JIETEHb — MiKpOOIOJIOTIYHE JTOCIIPKECHHS,
MPOBEICHH OPOHXOCKOMIT Ta aHaJi3 OPOHX0ANBBEOJIIPHOTO JTaBAXKY;
® MYyKOBICHIMAO3 — JOCITIDKEHHS XJIOPUIIB MOTY;
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e imyHOmedinuTH (TepBUHHI a00 BTOPHHHI) — KIIiHIYHE JOCIIIKEHHS
KpOBi, BU3HaueHHs iMMyHOoroOymiHiB, BIJT (human immunodeficiency virus,
HIV) indexmis, BiamoBiar Ha BaKIIMHAIIIO;

e penuauBHA acIipariis — (QIFOOPOCKOIYHE AOCTIIKEHHS KOBTAHHS
(video fluoroscopic swallowing exam, VFSE);

e TIpHPOHKEHA Bajda cepist abo JereHeBa TilepTeHs3is — exokapaiorpa-
¢is, kaTeTepusaris cepusl.

Iporpama cnocrepe:xenHs Ta jgikyBanns chiLD

AKXTHBHA IMyHOTNIPO(iJIaKTHKA.

JlikyBaHHs pecnipaTopHoi AUCGYHKIIT (IPH HASIBHOCTI Y XBOPOTO).
OnrumaibHa HyTPUTHBHA MIATPUMKA.

ArpecuBHE JTiIKyBaHHS iHTEPKYPEHTHOI iH(EKIIii.

BukiIroueHHS TaCUBHOTO KYPiHHS Ta BAMXAHHS 1HIINX MOJTIOTAHTIB.
OcBiTa Ta WATpUMKa BiI MEIUYHUX IPAMiBHHUKIB CiM'T MaIli€HTIB
3 cuanpomom chlILD. I'eHeTndHe KOHCYIBTYBaHHSA CiM'1 MAIIEHTIB 3 CHHAPO-
MoMm chILD, ocobmmBo 3a mimo3pu 0e3cHMITOMHOTO HOCIHCTBA JTOMiHAHTHOI
reHHoi mytaii, Takoi sk SFTPC ad6o NKX2.1.

7. ®dapmakoteparmis.

8. TpancrutanTalis.

AKTHBHA iMyHONIpOodiJIaKTHKA

a. PyrunHa iMmyHOIpodinakTrKa, 32 BUHATKOM JKUBHX BAaKLWH y AiTeil
3 IMyHOCYIIPECIETO.

b. BakimHaiis npoTH rpuny/KannifoKy BCiX OCi0 B OTOUYEHI Malli€eHTa
3 ChILD (B T.4. OpariB i cecrep) (curbha pexomendayis, 6UCOKULL piserb OOKaA-
3060cmi). Bakuunaitis npotu rpumy Beix aitei 3 ChlLD 3 6 mic sxwurrs. [eprry
BaKIMHAIIFO TIPOBOJIATEH JBOPA30BO, 3 iHTEpBaoM 4 Tk, y 1031 0,25 M1 y M'si3
cTersa, abo nenpTonoAionuit M'a3 tieda. [loBTopHa BakIMHALIS — OJTHOPA30Ba,
miopivHa, 3a 1 Mic mepen emigeMigHIM CE30HOM.

C. BakmuHuaris Bix mHEeBMOKOKOBOI iH(eKIil (cutbha pexomenoayis,
8UCOKUll pigeHb Ookasosocmi). BakiuHaiis 13-BaJieHTHOI MHEBMOKOKOBOKO
KOH'IOTOBAHOIO BaKIMHOIO, SIKYy BBOJSITH BHYTPIIIHHOM S30BO y M 53 CTErHa
a0o genpTOMONIOHMN M'A3 TIeda. PekoMeHIoBaHWI Kypc iMyHi3allii ckiama-
€TBCS 3 YOTUPHOX 103 (Y 2, 4, 6, 12 mic xwurta), mo 0,5 mi koxHa. [lepmry mo3y
BBOJATH Y Billi > 6 TIK. YeTBepTy 103y (PeBaKIMHALIS) PEKOMEHIY€ETHCS BBO-
ity y Bimi 12-15 mic. SIkmro auTrHA 10 3 POKIB HE IMOYaTa BaKIHMHAIIO 3Tij-
HO 3 TpadikoM, MOXIIMBA TPUPA30Ba BaKIMHALISA 3 NTPOMDKKAMH MK BBEJICH-
HsM Bif 1 10 2 Mic, 3 MMOAaJBIIOK peBaKIUHAIIE yepe3 6 Mic. He mpoBoasTh
IMyHI3aLi0 MPY 3araJIbHUX NMPOTHIIOKA3aHHIX 100 BaKLIMHAIIII, 3TiAHO 3 Ail0-
YUM HaKa30M Ta IPH IiIBUIICHIN YyTIUBOCTI 0 Oyab-sIKOi 3 JOMMOMIKHUX pe-
4OBHH a00 10 Au(TepiHHOTO aHATOKCHHY.

ouprwdE
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JlikyBanHsa pecnipatopnoi nucynkuii. Oxcurenorepamnisi. OCHOB-
HOIO METOIO JIOMAITHBOI KACHEBOT Tepartii y miteit 3 ChILD e mikyBanHsS XpoHi-
4yHOI a00 mepepuBuacToi rimokcemii. SpO2 > 93 % 3HIKYE 4aCTOTy CHHAPOMY
panToBOi cMepTi HEMOBIIAT 1 emi30u 00CcTpyKTHBHOTO amHoe. KorTpons SpO2
MPOBOIUTHCS 3a JOMOMOTOIO ITyJIbCOKCHMETPii. [l MPOBEICHHS OKCUTCHOTE-
pamii B JZOMamIHiX yMOBaX peKOMEHIOBaHI KHCHEBI KoHueHTpatopw. LlIBup-
KicTh oToky 0,5-1 1/XB He TOTpeOye 10JaTKOBOTO 3BOJIOKEHHS, SKIIO AUTHHA
He Mae TpaxeoctoMu. [lapamerpu, 3a SIKUMHM OKCHUTCHOTEpAIlisl IPUITHHSAETHCS:
crabinbHa pecrmiparopHa (yHKIiA, npupict macu 1 pocry, SpO2 93-95 %
(BmeHsb 1 BHOUI).

®dapmakoTepamisi. HeBenrka KiIbKICTh AiTell He moTpedye (apmako-
Teparmii Ta OAyXye CHOHTaHHO. BijbLIICTh Mali€HTIB MOTPEOYIOTH JIIKyBaHHS
MPOTH3aNaIbHIMH, IMyHOCYIIPECHBHUMH Ta aHTU(IOPOTHIHNMHE TpenapaTaMu
MPOTSITOM TIDKHIB, MicAIIiB a00 POKIB.

Crepoinun — npenapatu Bubopy npu JikyBanHi ChILD, mpusHaqaroThest
MEepOpaIbHO Ta/ab0 BHYTPIIIHBOBEHHO. [IpeqHI30I0H OpaibHO NMPHU3HAYAETHCS
B 7031 1-2 mr/xr/mo0y. Jitam i3 TsokkuM mepebirom ChILD pexomenmoBaHa
MyJIbC-Tepalis METHINpPeaHi30d0HoM y 1031 10-30 mr/kr/mo0y (mociigoBHO
3 106wm, 3 iHTepBasioM 1 Mmic). MiHiManbHa KiTBKICTh IUKIIB — 3, IpOTE JIiKY-
BaHHS MOXX€ OYyTH MPOJIOBXKEHO MPOTAroM 6 Mic Ta Olblle 3aIeXHO BiJl BiAIO-
Bizi. Kosnu 3axBOpIroBaHHSI MOKHa BBa)KaTH KOHTPOJILOBAHMM, /1032 METHIIIIPE-
JIHI30JIOHY 3MEHIIYETHCS a00 30UIBIIYETHCS Yac MOMDK HUKIAMU. Y JESIKUX
BUIIaJIKax OPaJbHUI ITPEAHI30JIOH 3aCTOCOBYETHCS 3 CAMOTO MOYATKy OJHOYAC-
HO 3 BHYTPIIIHbOBEHHHM METHIIIPEAHI30JIOHOM, ajle Taka CXeMa PEKOMEHIY-
€THCS JINILE TIPH TSDKKOMY TIepediry 3aXBOpIOBaHHS. METHIIIPEIHI307I0H MOXKE
Oyt eeKTUBHUM, KOJH iHIN ()OPMH CTEPOINiB HEMOXIINBO TPU3HAYUTH Oe3
irmmx mobivamux edekriB. [lynpc-Teparis €, npuHANMHI, OLTEII ehEeKTUBHOLO,
HiK TIepopalbHa TEepallis Ta Ma€ MEHIITY KUTbKICTh TOOIYHUX €(EKTiB.

Tiopokcuxnopoxiny cynopam — anbTepHaTHBA CTEPOiZaM, 3 PEKOMEHIO0-
BaHOO /103010 6—10 Mr/kr/n00y. ['1IpOKCUXIOPOXiHY CyIb(haT PEKOMEHIOBAHO
NPU3HAYUTH JITSAM 3 MyTali€to OUIKIB cypdakTaHTa, JeCKBaMaTUBHOIO 1HTEpC-
TUIIAIFHOI0 TTHEBMOHi€I0, NiM(}OOIaCTHOIO IHTEPCTHIIATBHOIO MTHEBMOHIETO,
ilOMaTHYHUM JIETEHEBUM T'eMOCHIEPO30M, CapKOiJ030M, 3aXBOPIOBAaHHIMHU
CIIOJTyYHOT TKAHWHHU 3 TTHEBMOHITOM. ['1IpOKCUXJIOPOXiHYy CynabdaT mpu3Hava-
€TBCA MICIS BHBAXXCHOTO DIlICHHS JIKapiB, y 3B’S3KYy 3 HEPPOTOKCHYHICTIO.
VYckitaiHeHHS Tepanii UM IpernapaToM y JIiTel BKpai pijgKicHi.

Bubip B sikocti 6a30B01 Tepamnii mpeaHi30M0Hy ab0 TiIPOKCHXIOPOXiHY
cynbgaTy 6a)xaHO MPOBOAUTH IICJIsl OTPUMAaHHS pe3ynbTaTiB Oiomncii. Crepoin-
Ha Teparis NMpHU3HAYaeThCs MPH MepeBaXKaHHI JecKBaMallii Ta 3amajeHHsl, Tiji-
POKCHXJIOPOXiHY cyib(ar — MpH MiABUIIEHHI KIJIBKOCTI KoylareHy Ta npodio-
POTHYHMX 3MiHax. Y BHUIIaJKax BiJICYTHOCTI e(eKTy BiJ CTepoigHOi Teparii Ta
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TiIPOKCUXIIOPOXiHY CYIb(aTy NPHU3HAYAIOTH iHII IMyHOCYIPECHBHI ab0 ITUTO-
TOKCHYHI areHTH, TaKi K a30TianpuH (2—3 Mr/kr/no0y, MakcuMaiisHa J000Ba 1032
150 mr), muksogocdamiz (1-1,5 mr/xr/mo0y) Ta muKIOCTIOpHH (4 Mr/KT/m00y, po3Io-
IieHi Ha 2 pasn). Take JMiKyBaHHS MPU3HAYAETHCSA 32 HASSBHOCTI ayTOIMyHHOTO
cuaapomy. Lukmodochamin — npenapat BUOOPY NMpH CHHIPOMI aTbBEOSIPHOL
reMorparii, CHpUYMHEHOI IMyHHUMH MEJiaTOpaMu, 0 He KOHTPOIIOETHCS TITIO-
KokopTukoctepoinamu. Cepiio3Hi mobiuHi edektn mukinodpochaminy (remopa-
TYHUH [UCTHT, ITyJIBMOHIT, TEMaTOJIOT1YHY TOKCHYHICTh Ta iH.) 00yMOBIIOIOThH
HOro BUKOPUCTaHHS MEPEBAKHO 32 HASBHICTIO ayTOIMyHHOI'O CHHAPOMY.

Maxponiou pexomenoBani st aiteit 3 chILD y 3B’43Ky 3 iX 31aTHICTIO
HAKOMUYYBATHCS B KIITHHAX-Xa3s1HAX, BKIIOYAIOUYU CIITeNiaNbHI KIITUHU Ta
(arouuTn 3 MpOTU3ANAJIbHUM Ta IMYHOMOJAENOWYHMM edektoM. Makpoiay,
TaKi SK SPUTPOMIINH, KIAPUTPOMIIHH Ta a3UTPOMIIHH, BOJIOIIIOTh MPOTH3a-
MaJbHAMH BIACTHBOCTSIMH Ta 3aCTOCOBYIOTHCS JUIA JIIKYBaHHS OpPOHXOEKTa3iB,
pu Audy3HOMY MaHOPOHXIOJMITI, CHHAPOMI OOIiTepalii OpoHXiol Ta Trimeppe-
aKTUBHOCTI OpOHXIB. A3umpomiyux TPU3HAYAIOTH Y A031 5 Mr/kr/mo0y 2 pasu
Ha TIOKICHb HPOTATOM 3—6 Mic, KIapuTpoMinuH — 7,5 Mr/kr/mo0y 2 pasu Ha
THXIIEHb IPOTATOM 3—6 Mic.

TNF-a-6r0xamopu npu3HavaroTh pu pedpakTepHOMY Mepebiry capko-
imo3y B KoMOiHalliil 3 MmeroTpekcaroM. TNF-a-010katopu eeKkTuBHI pu By3-
JIUKOBOMY TEpiapTepiiTi Ta BacKysiTax. Y HaWOIMKYI POKU 301IBIIUTHCS KiJlb-
KICTh MOJIEKYJI, CIIPSIMOBAaHUX Ha CIPHSHHS pereHepanii ajJbBeoJ uepe3 akTH-
Balliio Ta npoJridepallito TKAaHUH-PE3UICHTIB (TIOTIEPETHUKIB).

Cneuundiuyna MegukamMeHTO3HA Tepamisi JiereHeBoi rimepreHsii 3a-
CTOCOBYETECS TIPH BIACYTHOCTI €EeKTy BiJ MOMEPEIHIX TepaneBTHYHIX ITiIX0-
niB. [lepex mpu3HaUYEeHHSIM Ba30AMIATATOPIB HEOOXITHO BHKIIOYHTH HASBHICTH
A0PTOITYJIbMOHAIBHHUX KOJaTepasied, AUCGYHKIIT JIIBOro MITyHOYKa, CTEHO3Y
JIETEHEBUX BeH 200 BHYTPINTHHOCEPLEBHX MIYHTIB. Y 3B'I3KY 3 IIUM AESKi aBTO-
PH TIPHUITYyCKAIOTh JOUIJBHICTh KaTeTepHu3alii ceprisl A0 MOYATKy JIiKyBaHHS.
[Hm daxiBui 0OIpYHTOBYIOTH MPU3HAYEHHS BA30JUJIATATOPIB 32 PE3yJibTaTaMU
exokapniorpadii abo KT-auriorpadii. Ineansyiiinuii okcud azomy Moxe BUKO-
PUCTOBYBATHCS y MAIi€HTIB, SKi BAMAararoTh iHBa3WBHOI pecCIipaTOpHOi Mif-
TPUMKHU (cunvha pexomenoayis, sucokuil pieens ookazoeocmi). OIHaK depes
HEOOXIAHICTh TOBrOCTPOKOBOTO BIAWXAHHS OKCHUIY a30Ty Ta HOro BHCOKY Bap-
TicTh JomibHO 3aMiHUTH NO iHIIMMHU Ba3oguiiaTaTopaMu IIOpa3y, KOJH IIe
MOXIHBO. Opanvhuil cundenagin € NpenapaTom, KU HalOUIbII ITUPOKO BH-
KOPHUCTOBY€EThCs Aiis JikyBaHHs JII', os's3anoi 3 DLD (sucoxa pexomenoayis,
sucokull pigenv Ookazosocmi). JlikyBaHHA mo4yMHAETBCS 3 0,5 MI/KT KOXKHI
8 rox. fIkmio y mamieHTa HE PO3BMBAETHCS CHCTEMHA TIiMOTEH3is, 103y MOXHA
TUTPYBaTH 10 MakCUMyMy 2 MI/KT KoxkHi 6 ron. IIpu BincyrHocTi edekTy Ha
cunpaeHadin — BBeieHHA itonpocmy. Inonpocm — CHHTETHYHAN aHAJIOT poCcTa-
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UKITIHY IJIs1 BHYTPIITHEOBEHHOI iHQY31i, MepopaIbHOTO MpUHOMY, IHTAJIAIIIH.
[lepeBaroro iHTAIAMIHHOTO MPU3HAYCHHS BBAXKAETHCS JIOKAJHHHUN Ba3oIMIaTa-
miitanit edext. [HramamiiHO 1TOMpOoCT MpU3HAYA€eTHCS B 1031 2,5—5 Mr Ha | iH-
raysmito, 6—8 pasiB Ha JeHb. BHypIIHFOBEHHO 1JIONIPOCT MPU3HAYAETHCS B H031
0,5-2 Mr/kr/xB. Y BaKKHX BHUMAIKaxX TEpaIis MOCHIIOETHCSA OoceHTaHOM. Eno-
npocmeHo BBOIOWTHCS BHYTPINITHBOBEHHO NUIAXOM Oe3mepepBHOi iHOY3II, €
HalOUIbII epeKTUBHUM 3aco0oM mpotu JII', ane Moke IpU3BECTH 10 TiMOTOHIT
1 IOCHJIMTH TIIIOKCEMIIO 32 paxyHOK JIereHeBol BazoamnaTanii. Enonpocrenon —
npenapar Juis BHYTPiIIHbOBEHHOT 1H(Y3ii, HecTabiIbHUI, Ma€ Iepio MiBXHUTTS
3-5 xB, po3nagaeTbes MpHU KIMHATHIH TeMmeparypi > 8 rog, Tomy Horo HeoO-
X1JTHO BBOJMTH TOCTIHHOIO BHYTPIIIHBOBEHHOIO 1H(Y3i€et0. JlikyBaHHS enonpo-
CTCHOJIOM 1HIIHIOETHCS B 71031 2—4 MI/KI/XB, 3 OCTYIOBUM 30UIBIICHHAM 03U
1m0 20—40 Mr/Kr/XB, KOHTPOIOIOYHN TakKi MoOiYHi e(eKTH, SIK TOJOBHHH Oilb,
rimepeMisi, miapest. bocenmarn — TIePIINA TIEPOPATbHIN aHTArOHICT CHIOTEIITH-A-
Ta eHhoTeniiH-B-penentopiB. [Ipm3HayaeThesi mepopaibHO B 1031 2—3 MI/KI/m00Y,
posmoaineHii Ha 2 mpuitomu. MoximuBe 30UTbIICHHS 03U A0 4 MI/KT/mo0y
micist 4 THX OpUHOMY MPH BiZCYTHOCTI MO3UTHBHOTO eekTy (nomipna pexo-
Mendayist; cepedHniil pisetb 00KA3080CMI).

Crparerii JikyBaHHS 3aJ1eKaTh Bil 0CHOBHUX 3aXBOPIOBAHb, 10 HUX
BiTHOCATHLCS HACTYIIHI:

® JIereHeBHH aJbBEOJLIPHUN MPOTETHO3 — OPOHXOCKOIIIS 3 JIaBaXKyBaH-
HSIM TpaxeoOpOHXiaIbHOTO JIepeBa;

® JIereHeBHil reMaHrioMaro3, XpOHiuHi pecripaTopHi iHdekwuil (Harmpukia,
UTOMeTaNoBipyc abo iHdekmis Bipycy Enmmreitna—bappa) — inTepdepoH-v;

e rpanynemaro3 Berenepa — mynbc-teparris ukiopochamizom;

® TINCPCCHCUTHBHHUN MHEBMOHIT — eNiMiHAIiS TOKCHYHHX pPEYOBHUH,
1110 BUKJIMKAIOTh 3aXBOPIOBAHHSI.

TpancniiaHnTauis Jeredb. s qiTell 3 BAXKKUME 3aXBOPIOBAHHSIMH, SIKi
3arpoXyIOTh JKHTTIO, PEKOMEHJJOBAHO 3BEPHYTHUCS IO JUTAYOTO IEHTPY TPaHC-
TUTAHTAIIT JIETeHb ITICJIsE 00TOBOPEHHS 3 CIM'€I0 (CUIbHA PEKOMEHOAYIs, BUCOKULL
pisenv O0okazoeocmi). TpaHCIIAHTAIsl JIETCHIB MOXE BHUKOPHUCTOBYBATHCS
B pasi mytamiii SFTPB, SFTPC, ABCA3, myranii TTF-1, XpoHiuHOTO THEBMO-
HiTY Ta imiomatmyHoro ¢ibpo3y nereniB. Cepen 187 miteit y Bimi 1o 2 pokiB
3 TUQY3HUM TMapexiMaTO3HUM 3aXBOPIOBAHHSIM JIETeHIB Jinmie 2 % mpoBeneHa
TpaHCIUTaHTALisl JeTeHb.

Mowitopunr 3a nitemu 3 chILD npoBoutecs koxHi 1, 2, 3, 6 1 12 wic,
a MOTIM — OPIYHO (0ug. mabiuyio).
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IInan moniTopuHry 3a aitbmu 3 chILD

LocnigxeHHs YacTtoTa npu3HaYyeHHs
OB6'exTVBHE JOCMMKEHHS: YacToTa ayxaHHsl, YactoTta cepueBux|MocTiiHo (6aTbkaMu AUTUHM)
CKOpOYeEHb, Maca Tina, NynbCoKCUMETPS (BAEeHb/BHOMI)
eHeTuYHe TecTyBaHHs/6ioncisi nereHb [Mpv BCTaHOBNEHI cneumndiyHoro giarHosy
Mpw BCcTaHoOBNEHi cnewuundivyHoro aiarHosy,

Exokapaiorpacis 1,2,3,6i12 mic, a noTiMm — LLOPiIYHO
BpoHxoanbBeonsipHuii naBax (BAL) 3a nokasaHHsiMU

PeHTreHorpadisi opraHis rpyaHoi Knitku Mpw noctaHoBUi giarHosy, 6 i 12 mic
Komn'totepHa ToMorpadisi Bvicokol poainkHoi 3gatHocTi (HRCT) |3a nokasaHHsIMU

CnipomeTpist 1, 2, 3, 6i 12 mic, a NoTiM — WopiYHO
[HeBMOTaxoMeTpis LLloHavimeHwe 1 pas Ha pik

[ndpysiiiHa 3aaTHICTb NereHb Ha MoHookewz ByrneLo (DLco) LLloHavimeHwe 1 pas Ha pik

Ipornocruyna mkaja chlLD Bu3Hayae NMPOrHoCcTU4YHI KpuUTepii
BIKMBaHOCTI namienTiB. Jitu 3 1-2 6ajsamu MaloTh 3a10BiJIbHUIT MPOrHO3
10/10 OY:KAHHS, 3 0ajaMM Oijible 3 — HABIIAKM

1 6an — acUMNTOMaTHYHHH TTepeoir;

2 Gamm — HagBHICTH cuMIITOMIB 3 SpO2 > 90 %, mocCTiiHO;

3 6aynu — HasBHICTH cuMnToMiB 3 SpO2 < 90 %, KoMK AUTHHA CIUTH a00
pu (i3MIHOMY HaBaHTaKEHi;

4 6anu — HasiBHICTH cumnToMiB 3 SpO2 < 90 % y cnokof;

5 6amm — HasiBHiCTH cuMnToMIB 3 SpO2 < 90% 3 JIeTeHeBOIO TiNepTeH3IET0.

MeHexxIMeHT TU(Y3HUX NapeHXIMAaTO3HUX 3aXBOPIOBAHb JIETCHb y Jli-
Tel MPOJOBXKYE YIOCKOHATIOBATHCS. 3aBISIKH MOJCKYJSAPHIH, pEeHTTECHOIOTid-
HIf MIarHOCTHUIN, 1HBA31MHUM METOJaM JOCIIHKEHHS (OPOHXOCKOTMIs, Oi0mCist
JIETeHb) CHOTOMHI BU3HAYAIOTH aHOMAii OyJOBH MapeHXIMH JIET€Hb, MYTAIifO
npoTeiHiB cypdakTaHnTa, XapakrepHi ajs xitedd < 2 pokis. [lominmryersest miar-
Hoctuka chILD y xBopux, cTapmux 3a 2 poku. [IpoTe 3aiumiaroTbest BigKpH-
TAMHU THUTaHHS PAaHHBOI JIATHOCTHUKHU 1 JIKYBaHHS MiT€H 3 IHTEPCTHIIIAHUMHE
3aXBOPIOBaHHAMU JICTCHb, 10 BU3HAYAE MOXKIIUBICTh 3MIiHEHHS MOJOXEHb pe-
KOMEH/IAIIi# 3 IITHHOM Yacy.

Curyauiiini 3agaui

1. Xyomuuk 2 pOKiB TOCHITaNi30BaHUI O MyIBMOHOJOTIYHOTO BiAMIICHHS 31
CKapraM¥ Ha Halajy CyXoro Kalulio, 3aJUIIKy py (i3UIHOMY HaBaHTaKEHHI,
LIBHKY CTOMJIIOBaHICTb. 31 CIIIB Martepi, Taki CHMIITOMH BiAMI4alOThCs MIPOTSI-
rom 10 muiB. OO'eKTHBHO: Maca Tiia Ta 3pICT BiACTAIOTHh BiJl HOPMH, TPYJAHA
KJITKa yIIUIbHEeHa, 3MEHIIeHa i eKCKypCis Ta OKPYXKHICTh, aMIUTITy1a AUXalb-
HUX PYyXiB 3HIDKEHA, BiAMidaeThCs AedopMarlist JUCTATBHUX (aJIaHT MajbIiB y
BHTIIAAI "TOAMHHMX CKellelb" Ta "0apabaHHHUX MaIrdyoK', aKpoIliaHo3 Ta [iaHO3
HOCOTYOHOTO TPHWKYTHHKA. Ilpm ayckymnbTamii Ha T OCHabJEHOTO JUXaHHS
BUCITyXOBYIOTbCS KPEIITYIOUi XpHITH B KiHIII BANXY Y HIKHIX BiAJIiIax JIETEHIB,
XPpUIH HIDKHI Ta HAaragaykoTh "Tpick menodany".

Byno 3amino3peno aiarno3: igionatnaHui Gpidpo3y0unii anbBeoiT.

Ha3sBiTb niian 00CTe)XEHHS Ta TAKTUKY JIIKYBaHHSI.
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IIman oOcTexREHHS

e Kiriniunuit anami3 KpoBi Ta cedi.

e IMyHOrpama.

¢ RO opraniB rpyxHO{ KIITKH.

e ®3]1, V3] cepus 3 BU3HAUCHHIM MTOKa3HHUKIB JISTEHEBOT'O KPOBOTOKY.

¢ Binkpura 6iorcis JereHiB.

JlikyBaHHs

¢ [JIIOKOKOPTUKOCTEPOiqHI TOpMOHHM (TpenHizoyion 1-1,5 Mr/kr/mo0y
3 IepeX0/I0M Ha MiATPUMYIOUY J103Y NMPOTAroM 9—12 Mic abo mynbc-Tepartis).

e ImyHOnenpecanTy (a3aTionpuH) abo MeHinuwIaMiH (KynpeHin).

e ALICTWIIIMCTEIH y BUCOKHX J103aX.

e TpuBanmii Kypc OKCUTEHOTEPAITi.

e [Tmazmadepes, mimpormrodepes.

2.V xjomunka 6 pokiB, SKUH 3HAXOAMBCS HA JIIKYBaHHI 3 IPUBOAY IT03aTOCITi-
TaJIbHOT BOTHHUILEBOI CEPEeIHHOYACTKOBOI ITHEBMOHII, Ha 12-i1 1eHb JiKyBaHHSA
(TIpu TIpoBeIeHHI KOHTPOIBHOTO R0O-00CTe)KEHHS OpraHiB rpyaHOi KIITKH) OY-
JM BUABJICHI yCKJIAaIHEHHsS y BHUIUIALI Oyiapo3HOI eMdizemu jereHiB. Jlikapem
OyI10 3armi03peHo ACDIHUT 01 -aHTUTPHUIICHUHY.

Ha3BiTh man 00CTeKEHHS JJIs1 JAHOTO 3aXBOPIOBAHHS.

SIka cierudivna Teparis IPOBOIUTHCS IpH AediuuTi ol -aHTUTPUIICHHY?

Slka TakTHKa JKaps BiJHOCHO MPOBENCHHS MPO(IIAKTUYHUX IETIICHb?

[Inan oOCTeXCHHS

e KiriniuHWit aHami3 KpoBi Ta cedi.

¢ Bu3HadeHHs piBHA o] -aHTUTPUIICHHY Y CHPOBATIII KPOBI.

e bioxiMiuyamid aHami3 KpoBi: QyHKIIOHAIEHI POOH TEYiHKH 3 BHU3HA-
YEHHSIM TPOTEONITHYHIX (PEPMEHTIB (TPUIICHHY, €IaCTa3H).

¢ RO opraniB rpyxHO{ KIITKH.

o ®3]1, V31 cepiis 3 BU3HAYCHHSIM IIOKa3HUKIB JIESTEHEBOTO KPOBOTOKY,
Y3/1 opraHiB 4epeBHOi TOPOIKHHUHH.

Crneundiuna Teparis BKJIIOYAa€ JOBEHHE BBEJICHHS 04-aHTHTPHUIICHHY,
BUJIIJICHOTO 13 CHPOBATKH JIFOMHH.

PexomenoBaHO MpoBeIeHHS NMPOQUIAKTHYHAX IIEIUICHb 3TiHO 3 KaJleH-
JlapeM, T0aTKOBa BaKIMHALIIS TPOTH TPUITY Ta THEBMOKOKOBOI iH(EKIIii.

3. o npuiiManbHOTO BiIUICHHS TOCTABJICHO IIBYMHKY 3 POKIB 31 CKapraMu Ha
Kalllelb 3 ip)KaBUM MOKPOTHHHSM Ta miaBuineHHs t Tina 1o 39°C. O06'ekTUBHO:
HIKIpHI TOKPUBH O, 3axumika B criokoi. [Ipyu nepkycii Bia3Ha4YaroThCs AUISTHKH
YKOPOYCHHS MEPKYTOPHOTO 3BYKY, IPH ayCKYyIbTalii — TU(PY3HI BOJOTI XPHITH.
BinMigaeTncst 30UTbIICHHAS TIEUiHKA (+5 cM) Ta cene3iHkd (+3 cum).

Kuiniunuit ananis kposi — anemis (Hb — 20 r/m).
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Ha pentreHorpami opraHiB rpyqHOI KITKH BH3HAYAIOTHCS MHOKHHHI
BOTHUINEBI TiHI KPOBOBHJIMBIB, MOACKYIH 3JIMBHI, IIOCHICHHNA iHTEPCTHUIIIATb-
HUI MaJIOHOK y BUTIIAAI ApiOHOT ciTku, Oarato npiOHuX (MiliapHUX TiHEH), 10
YTBOPIOIOTH "KapTHHY MeTenKa'.

IIpu 6poHXOCKOIIi B OPOHX0AIBBEOSPHIN PiMHI BUSBIAETHCS OlIbIIE
20 % cunepodaris, "Inaexc 3amiza" Bume 50 (Hopma — 10 25).

BuznauTe iiMOBipHHI T1iarHO3.

Ha3sBiTb poBiZHY Tpiasy CUMIITOMIB.

BusHauTe TakTUKY JTiKyBaHHSI.

IMOBipHHM IiarHO3: iMI0NATHIHUNA TEMOCUACPO3 JICTCHb.

[poBinHa Tpiajia CHUMOTOMIB: KPOBOXapKaHHS, 3aj1i304e(diuTHa aHeMis,
HasIBHICTh 1HQUIBTPaTUBHUX TIHEH HA PEHTIeHOTpaMi.

TakTuka JiKyBaHHS

o ['MOKOKOPTHKOCTEpOinHI TOpMOHH (TpenHi3onoH 1-—1,5 Mr/kr/mo0y
3 IIePeX0A0M Ha MATPUMYIOUY 03y IpoTAroM 9—12 mic abo mynbc-Teparis).

e [{urocratuku (azationprH abo mukinodocdan) npusHadaroTs 1Mo 400 mMr
4epes JAeHb, Kypc JikyBaHHS 8—10 Mic.

o [Tna3zmadepes.

® AHTUKOAryJIsSTHTHI aHTHarperanTty (TenapyuH, KypaHTHIl, TPEHTal).

 3aii30BMiCHI penapaT (pepporuieke, TapaudepoH, KOHPEPOH Ta iH.).

4. JTo npuiiMaabHOTO BiJIIICHHS JOCTABJICHO MIBYMHKY 3 POKIB 31 CKapraMu Ha
Kalllenp 3 ipyKaBUM MOKPOTHHHSM Ta MiaBuieHHs t Tina 1o 39 °C. O0'eKTHBHO:
IIKipHI TOKpHUBH Oifi, 3aaumka B criokoi. [lpu mepkycii BiA3HAYAIOTHCS Mis-
HKH YKOPOYEHHS MMEPKYTOPHOIO 3BYKY, IPH aycKyibTauii — qudy3Hi BOJOTI
xpunu. Bigmivaetscs 30imbIeHHs mediHka (+5 cM) Ta cene3inku (+3 cm). Jli-
KapeM OyII0 3aImiIo3peHo iMi0MaTHIHHNA TEMOCHICPO3 JICTEHb.

Has3BiTe mpoBiIHY Tpiagy CHMIITOMIB.

BwusHaviTh 1U1aH 00CTEKEHHS.

[MosicHITB, 3 SIKUMHU 3aXBOPIOBAaHHSAMH OyJie MpoBeJieHo AudepeHIiHHuN
JiarHo3.

[IpoBingHa Tpiajga CHMOTOMIB: KPOBOXapKaHHS, 3ali307edinuTHa aHeMis,
HasBHICTB iH(INBTPAaTUBHUX TiHEH HAa PEHTTEHOTpaMi.

ITnan oGcTeKEHHS

e 3arajpHi aHaIi31 KPOBI, CeYi.

o bioximMiuHMI aHai3 KPOBIi: BMICT 3arajbHOro0 OijKa 1 O1TKOBUX (DpaKIii,
6inipy6iny, amiHoTpaHcdepas, cepoMykoiny, GiOpuHy, ranTornodiny, 3amisa.

o IMyHoOJOTIYHI qOCHiKeHH: BMIicT B- 1 T-miMdouuTie, cyomomysisimii
T-nimMpounTis, iMyHOTI00YIiHIB, IUPKYJIIOIOYMAX IMyHHHX KOMILIEKCIB.
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e JlocmimkeHHsT MOKPOTHHHS: IIUTOJIOTIYHAN aHaji3, BU3HAYCHHS MIiKO-
Oakxrepiit TyOepKyIb03y, aTHITOBHUX KITITHH, CHAEPOQaris.

e PeHTreHoorivyae JOCTiHKEHHS JIETEHIB.

e EKT.

e JlocmimkeHHs QyHKIIIT 30BHIITHHOTO TUXaHHS — criporpadis.

¢ YIIETpa3BYKOBE OCTIKCHHS CepIls, IEYiHKH, CeNe3iHKH, HUPOK.

e JlocmipkeHHS JIaBaKHOT piiMHKM OpOHXIB: IUTOJOTIYHMI aHaji3, BU-
3Ha4eHHs cuaepodaris.

e biorcis jereHis.

JudepeHuilitnuii niarHo3 cnmij NPOBOIUTH 3 CHHApOMaMu XaifHepa,
['ynnacuepa, BagjaMu ceplisi, MiOKapJUTaMH.

5. Jlo mikaps-IyJIbMOHOJIOTa 3BEPHYJIACh MaTH 3 4-piuyHOI0 ITUTHHOIO. BBaxae
JUTHHY XBOPOIO MPOTATOM 1,5 pokiB, BiAKONM TypOyrOTh 3a/WINKA, IIBHIKA
BTOMJIIOBaHICTh JUTHHH, 33 MEIUYHOIO JIOIIOMOTOI0 HE 3BEPTAJIHCS, MIPOTATOM
TYDKHS 33/IMIIIKA TI09aja HapOCTaTH.

OO0'eKTUBHO: CTaH TSDKKHM, TUTHHA TpHU CBimomocTi. Temmeparypa Tina
36,7 °C. IlkipsiHi mOKpHBY IliaHOTH4HI. Maca Tina Ta 3piCT BiZICTAIOTh BiJl HOPMHU.
BinmivaeTbes nedopmariist JucTanbHUX (aNaHT HalibI[iB Y BUMIAA "TOJMHHUX
ckenenp” Ta "0apabaHHMX NaJMYOK", aKpOLiaHO3 Ta LiaHO3 HOCOTYOHOTO TPH-
KyTHUKa. [Ipu ackynpramii Ha T OCIa0NEHOro JMXaHHS BHCIYXOBYHOTHCS
KPETITYIoul XpUIK B KiHIIl BIUXY Yy HWXXHIX BIJUIIJIaX JIETeHIB, XPUITU HHXKHI T
HaraJayoTh "Tpick nenogany".

Byno mposenene KT nereHiB: Ha KT-CKaHAX KapTHHA i1HTEPCTHUIIIHOTO
3aXBOPIOBAHHS JIET€Hb, 3 BUPQKEHUMH SBHIIAMHU ITHEBMO(}iOpO3y, MHEBMOCK-
nepo3y, 3 03HaKaMu (popMyBaHHA "CTITBEHUKOTIOAIOHIX JIETCHB'.

BusHauTe iMOBipHMIA AiarHO3.

Has3BiTe miaH oOCTeXEHHsS Ta TaKTHKY JIKYBaHHS IIPHU JAHOMY 3aXBO-
PIOBaHHI.

IMOBIpHUIA AiarHO3: IHTEPCTHUIAILHE 3aXBOPIOBAHHSI JIEre¢Hb. [MiomaTHuHui
(hi0po3yrounii anbBeoIiT, CTaais (opMyBaHHs "CTINIBHUKONOIOHHUX JIETeHB .

[nan oOCcTeXCHHS

e Kiriniunuii anai3z KpoBi Ta cedi.

e IMyHOrpama.

¢ RO opraniB rpyaHOi KJIIiTKH.

e O3]1, Y3/ cepiis 3 BUSHAYEHHSIM IIOKa3HHUKIB JIETE€HEBOT'O KPOBOTOKY.

¢ Binkpura 0iorcis JereHiB.

JlikyBaHHS

e [ JIIOKOKOPTHUKOCTEPOiHI TOPMOHU (TIpeaHizonoH 1-1,5 Mr/kr/nody 3
MIepex0IoM Ha IIIATPUMYIOUY J103Y IpoTsroMm 9—12 Mic abo mynbe-Tepartis).

e ImyHOnenpecanTH (a3aTionpuH) ab0 NeHiNWIaMiH (KyIpeHir).
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1.

e ALCTWIIUCTEIH y BUCOKUX J033X.
e TpuBanmii Kypc OKCUT€HOTEPAITi.
¢ [Tna3zmadepes, mimdorurodepes.

TecToBi 3aBIaHHS 1151 CAMOKOHTPOJIIO

3a IOIOMOIO0 SIKHX METOIIB OOCTEXEHHS MOXIIMBO BU3HAYNTH HASIBHICTH

[3J1, oriHMTH CTYMiHB Ta BaXKIiCTh 3aXBOPIOBAHHSA?

4.

A. Penmeenoepachis epyOoHoi Knimku.

B. Jlezenesi pynryionanvni mecmu (cnipomempis, nyibCOKCUMEmpis, 2a3u
apmepianvhoi Kpoesi), mecm 3 6-xeununnum xo0inuam, EKT, ExoKI; MPT.

C. Penmeenocpais epyonoi knimku, KTBP3; necenesi (hynkyionanvri mecmu
(cnipomempis, nynvbcokcumMempis, 2asu apmepianroHoi Kpoesi), mecm 3 6-
xeununnum xo0inuam,; EKL, ExoKT.

D. Penmeenocpadhia epyonoi knimku, KTBP3; @EIJ[C, ph-wempis; EKT, ExoKT"

E. Penmeenocpagpis epyonoi knimxu; EKT, ExoKT.

Mo HE HanewuTh 10 iHBa3UBHUX METOIIB BUSBJICHHS IIepBUHHUX (opMm [3J1?

Kamemepusayis cepys.

bponxonynemonanvruti nasasic.

Tpaxeobponxianvna Oioncis.

. Busienennss anmumin 00 6a3anvHoi memopanu enimeniio KiyOouKie HUpoK

ma anveeo ne2enis.

E. Tpancmopaxanvua 6ioncis.

3 sIKOrO BIKY JIMTHHI POBOJISITh TPAMIIIHHI pecriipaTopHi (GyHKI[OHAIBHI TecTn?

A. 3 nHapooorcenns. C. 3 6 poxis. E. 3 18 poxis.

B. 3 2-3 pocxis. D. 3 12 poxis.

Ho sixoi 3 5 rpym I13J1 3a mominyrounmu o3Hakamu KT 3 BHCOKOFO pO3Iisb-

oo w»

HO¥O 3JIaTHICTIO BITHOCSTE 2inepnpo3opicms?

5.

A. Obaimepyrouuti 6ponxionim abo OpOHXOYEeHMPUUHUL SPAHYIbOMAMO3.

B. Jlimgpanzciomamos, cemanziomamos, mikponimias.

C. Hecksamamusna, nimpoyumapna ma HecneyiQiuna iHmepcmuyiaivha
NHEe6MOHI.

D. Ticmioyumos.

E. Acnipayis, obrimepyrouuii Opouxionim 3 KOHCOMIOVIOUOI0 NHEBMOHICEIO.

Ho sixoi 3 5 rpyn 13J1 3a nominyrounmu o3Hakamu KT 3 BUCOKOIO pO3MIiiIBHOIO

3}13THiCTIO Bi}lHOCﬂTB ROMOBGULEHHA A1bBEO/IAPHUX nepemuuox?
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A. Obrimepyrouuti 6ponxionim abo 6pOHXOYEHMPULHULL SPAHYTLOMAMO3.

B. Jlimgpanciomamos, eemanziomamos, mikponimias.

C. decksamamusna, nim@oyumapna ma HecneyiQpiyna iHmMepcmuyiaibHa
NHEBMOHII.

D. Ticmioyumos.

E. Acnipayis, obrimepyrouuii Opouxionim 3 KOHCORIOYIOUOI0 NHEBMOHICEIO.



6. Mo sxoi 3 5 rpyn I3J1 3a nominyrounmu o3Hakamu KT 3 BHCOKOIO po3Aiib-
HOIO 3JATHICTIO BITHOCATE cumnmom "mamoesozo ckna'?

7.

8.

9.

mo Oowp»

Obnimepyrouutl 6poHxionim abo OPOHXOYEHMPUUHUL SPAHYTLOMAMO3.
Jlimghanziomamos, cemanciomamos, Mikpoimias.

. Heckeamamuena, nimgoyumapna ma Hecneyigiuna inmepcmuyianvua

NHeBMOHII.

. T'icmioyumos.

. Acnipayis, obnimepylouuii 6poHxionim 3 KOHCOMIOYIOHO0I0 NHEBMOHIEIO.

}j[o sxoi 3 5 rpyn 13J1 3a nominyrounmu o3Hakamu KT 3 BHCOKOIO pO3ALIEHOO
3[aTHICTIO BIIHOCATD Jle2eHesi Kicmu ma gy3auku?

mo owp»

Obnimepyrouuti 6poHxionim abo OPOHXOYEHMPUUHUL SPAHYTbOMAMO3.
Jimghanziomamos, cemanziomamos, MiKpoimias.

. Heckeamamuena, nimgoyumapna ma Hecneyigiuna inmepcmuyianvua

NHEBMOHIL.

. 'icmioyumos3.

. Acnipayis, obnimepylouuii 6pouxionim 3 KOHCOAIOYIO40I0 NHEBMOHICEIO.

I[o sikoi 3 5 rpym 1371 3a mominyrounmu o3rakamu KT 3 BHCOKOFO pO3ALTEHOIO
3JIaTHICTIO BITHOCATH KOHCOi0auil0?

A
B.

Obnimepyrouuii 6poHxionim abo OPOHXOYEHMPUUHUL SPAHYTbOMAMO3.
Jimghanziomamos, cemanziomamos, MiKpoimias.

C. [eckeamamusna, mumpoyumapua ma Hecneyipiuna inmepcmuyiaivha

D.
E.

NHEEMOHII.
Ticmioyumos.
Acnipayis, obnimepyouuii OpOHXIONIM 3 KOHCOMIOYIOYOI0 NHEBMOHIEN.

Ske mikyBaHHSA ciif 3acTocoByBatu y amiteit 3 [3J1 y pasi BinCyTHOCTI TOY-
HOTO JiarHO3y (YMHHUK, IO JISKHUTH B OCHOBI, HE OyJI0 BCTAHOBIICHO)?

A.  Kopmuxocmepoiou ma 2i0poKkcuxiaopoxin (abo iHui yumomoKcudHi 3acoou,).
B. Kopmuxocmepoiona nynvc-mepanis.
C. Tpaucnnanmayis nezenis.
D. Ilynvc-mepanis yuxnogocpamioom.
E. Anmubaxmepianrvna ma xopmukocmepoiona mepanis.
10. IIlo 3 HaBeIEHOTO € TEPAIIEI0 BUOOPY 3a HASIBHOCTI TicTionuTo3y JlaHreprarca?
A. umomoxkcuyna mepanis.
B. Ammubaxmepianvna ma kopmuxocmepoiona mepanis.
C. Kopmuxocmepoiona nynvc-mepanis.
D. Tpancnranmayis nezenis.
E. Tpancnranmayis nezenis 3 no0anbuiow0 nyibc-mepanio.
Binmosini
1 2 3 4 5 6 7 8 9 10
C D C A B C D E A A
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