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1. BBOOAHAS YACTb:

1.1 Koa(s1) MKB-10:

MKB-10

Kox |Ha3Banmue

J84.81 |JIlumpanrnoneitomrmomaros

1.2 laTta pa3pabotku npotokosa: 2023 rog.

1.3 Coxpaienus, ucnojb3yeMble B IPOTOKOJI€:
AMIJI — aHrnomuonunoma

ACT - acmapratamuHotpacdepasa

AJIT - ananuHaMuHOTpaHCpepasza

AUYTB - akTuBUpPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTHHOBOE BpEMSI
AO®II — anbda-PeronpoTenn

BAJI — OpoHX0-aJIbBEOJISIPHBIN JTaBaXK

BATC — Buzaeo accucTupoBaHHas TOPAKOCKOIUS
JAKT — nnurensHas KUCIOpOAOTEpAIIHS

JKEJI — )xn3HeHHast EMKOCTh JIETKUX

KTBP — komnbrorepHas Tomorpagusi BHICOKOTO pa3pelieHHs
JIAM — numpanruoneiioMuomMaTo3

JINII - numdouiHass THTEPCTUIIMATIbHAS] THEBMOHHUS
JITIBII — munonpoTenapl BEICOKOU IIIOTHOCTH
JIITHII — nunionporenibl HU3KOM TNIOTHOCTH

MJIO — My b THAMCIMIUIMHAPHOE 00CYKICHUE

MPT — marHuTHO-pE30HAHCHASI TOMOTpadus

HS — HexenarenbHble ABICHUS

OAK - o0muii anaau3 KpoBu

OBII — opranbl OPIOITHOM MOJIOCTH

OI'K - oprasbl rpyJHOHN KJIETKH

OAM — o0muii aHaIM3 MOYHU

OEJI - o01m1ass eMKOCTB JIETKUX




OOJI - o6muii 06beM JIETKUX

ODB1 — 06beM GopcupoBaHHOTO BbIJIOXA 32 1 CEKYHY
OOB1/®XEJI — ob6beM dopcupoBaHHOTO BbIIOXa 3a 1 cexkyHay/popcupoBaHHas
YKU3HEHHAs] EMKOCTb JIETKUX

[ITH - mpoTpOoMOUHOBBIN HHACKC

PO - pe3epBHBIil 00beM

PKU — panaoMu3npoBaHHbIE KIMHUYECKUE UCCIEAOBAHUS
PcplUIA — cpennee naBieHue B JIESTOYHOU apTEpUU

Pa02 — maprmaibHOE JaBICHUE KUCIOPOIa

PDA - pakoBo->MOpHOHANBEHBIN AHTUTEH

TBBJI — TpancOpoHxuanbHas OHONCHUS JIETKOTO

TC - TyOepo3HbIii CKIEPO3

TOJIA — TpomM0O03MO0IIHS TIETOYHOM apTEpPUH

V3U — ynbTpa3ByKOBOE UCCIEA0OBAHUE

®BJ] — dhyHKIUS BHEITHETO JbIXaHHS

OXEJI — popcupoBanHas KU3ZHEHHAS] €MKOCTh JIETKUX
XBJI — xupyprudeckasi OUOTCHS JIETKUX

CA — cancer antigen

COVID 19 — CoronaVirusDisease 19

CPAP - Continious Positive Airway Pressure

DLco — nuddy3nonnas cnocoOHOCTb JETKUX 10 MOHOOKCHY YTIiiepoa
FLCN - folliculin

HMB 45 - Human Melanoma Black 45

NYHA - New York Heart Association

MTOR - mammalian target of rapamycin

SpO2 — catyparust KpOBH MO MYIHCOKCUMETPY

TSC2 - TSC complex subunit 2, tuberin

VEGF-D - Vascular Endothelial Growth Factor-D

6MWT — 6 Minute Walk Test

1.4 ITob30BaTE I MPOTOKOJIA: BpauyK OOIIEH MPAKTUKH, TEPANIEBTHI, MYJIbMOHOJIOTH,
aJJIEPTOJIOTH, Bpaud Jy4YeBOW JAMATHOCTUKH, Bpayd (YHKIIMOHAIHHOW TUATHOCTUKH,
naToMop(doI0TH, TOpaKalbHbIE XUPYPTH, SHTOCKOIUCTHI.

1.5 Kareropusi naifueHTOB: B3pOCIbIE.

1.6 lIkana ypoBHS 10Ka3aTEJIbHOCTH:

A | BeicokokaueCTBEHHBIN MeTa-aHaln3, cuctrematudeckuii 0030p PKU unu kpymHoe
PKN ¢ o4deHp HU3KOW BEpPOSTHOCTHIO (++) CHCTEMAaTUYECKOW OIMUOKU
pe3yNbTaThl, KOTOPBIX MOTYT OBITh PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
MOMYJISIIUIO.




B | BeicokokauecTBeHHBIN  (++) cHUCTEMaTHYeCKHUl 0030p KOTOPTHBIX WM
UCCJIEIOBAHUN CITy4aii-KOHTPOJIb U BEICOKOKAYECTBEHHOE (++) KOTOPTHOE WU
UCCIICNOBAHUN CIIy4al-KOHTPOJIb C OYEHb HHU3KUM PHUCKOM CHUCTEMATHYECKOU
ommbkn wiau PKW ¢ HeBbICOKMM (+) PHCKOM CHCTEMaTHYECKOW OIIMOKH,
pe3ynbTaThl KOTOPBIX MOTYT OBITh PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
NONYJIALUIO.

C | KoroptHoe wuiIM WHCCIENOBAaHUE CIIYy4al-KOHTPOJIb WIH KOHTPOJIUPYEMOE
WCCeOBaHne 0€3 paHIOMH3AIlMd C HEBBICOKMM PHCKOM CHCTEMAaTHYECKOU
omuoku (+).

Pe3ynbTaThl, KOTOPBIX MOTYT OBITH PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
nonyisinuo  wim  PKM ¢ oOYeHb HHU3KMM WM HEBBICOKUM  PHUCKOM
CHUCTEMATUYCCKON OomuOKH (++ Wi +), pe3yiabTaThl KOTOPBIX HE MOTYT OBIThH
HENOCPEICTBEHHO PACIIPOCTPAHEHBI HA COOTBETCTBYIONIYIO MOMYJIALMUIO.

D | Onucanue cepuu Ciiy4aeB WM HEKOHTPOJIHUPYEMOE HCCIIEOBAHUE UM MHEHUE
JKCIIEPTOB.

1.7 Onpenenenue 14

JlumpanrnosieioMmuoMaros3 (JIAM) - penkoe 3a00JIcBaHNE JIETKHUX,
XapakTepu3yromieecs MaToJOrMYeCKUM pa3pacTaHUEM ATUIHYHBIX TJIaJKOMBIIIECUHBIX
KJIETOK IO XOJYy KPOBEHOCHBIX U JTUM(DATUUECKUX COCYJOB C Pa3pacTaHUEM KHUCTO3HBIX
00pa30BaHUi B JIETKUX, AHTHOJUIIOM MTOYEK, JIUM(AHTUOTICHOMUOM U TUM$aeHONaTHH,
nopaXkarolee B OCHOBHOM KEHIIMH JAETOPOJHOTO BO3pacTa.

1.8 Knacenduxanus 14

JIumpaHruoJieiioMuoMarTo3

v v
Cnopagnueckuii JAM JIAM, accouMnpoOBaHHbIN ¢ TY0EPO3HBIM CKJIEPO30M
3a00JIeBaHNE MOXET BO3HHKATh (TC)
CIIOPAJIMYECKH Y KEHIIUH, HE TIporpeccupyromniee HOBOOOpa3oBaHUE JETKUX HU3KOH
nmeromux TC u3-3a coMaTHUECKUX CTETICHH 3JIOKAYeCTBEHHOCTH C MIpeobIajaHueM y KeHIIHH,
myTarwmii B TSC2 rene. BBI3BIBAEMOE aKTHBALIMENH MEXaHUCTUUECKON MUILIEHH ITYTH

cuponumyca* (MTOR), 00ycIoBIEHHOW MyTalIUSIMU B
reHax TyOepO3HOTO CKIICPO3UPYIOIIEro KOMITIEKCa

2. METOJBI, TIOAXO/bI U MPOLEXYPBI JMATHOCTHUKMH 19

2.1 IlnarHocTu4ecKkne KPUTEPUN:
Kpurepuu yctaHoBJ/IeHHS THATHO32/COCTOSTHUS

Kpurepun auartnosza JIAM [1-4]
JlocToBEpHBIN AUATHO3 BeposTHblii nuaraos CoOMHUTENBbHBIN
JIUartHos




XapaktepHas kaptuHa KTBP

OI'K +  wmopdonoruueckoe
MOJITBEPIKICHUE
NJIn

Xapaktepasie g JIAM KTBP
NaTTEPH B COYETAHUU C JIIOOBIM
U3 CIEAYIOIIMX MPU3HAKOB

- AHTHOJIMIIOMA IIOYKH

- XWJIE3HBIA BBIIOT B TPYIHOMN
WA OPIOIIHOM MOJOCTH

- nuMdaHruoneiiomuoma WiIH

Xapaxkrtepnsie 1a JIAM
KTBP-narrepn u
KJIMHUYECKas KapTUHA
njin

Bo3moxnsie npu JIAM
n3Mmenenus no KTBP B
COYETaHUU C JIFOOBIM U3
CIEAYIONINX MPU3HAKOB
- aHTHOJHUIIOMA
MOYKH

- XWJIOTOpakC WM

XapakTepHble
BO3MOKHBIE
PaaUOIOTUYECKUI
MIPU3HAK

NN

MOpaKEHUE TUM(OY3JIOB | XUJIE3HBIA ACIIUT
xapakrepHoe st JIAM

- Bepu(UIMPOBAHHBIN WU

IIO03PEBAEMBbII TyOepO3HbIT

CKJIEpO3

Kanoodbri:

*  IpOrpeccUupyrolas OJbIIIKa IPU HArpy3Ke

* Kalmcib, HerOHYKTHBHBIﬁ, Ha IIO3JHHUX

BBIJICIICHHUSI MOKPOTBI

*  00JIb B TPYyAHOM KJIETKE
*  KPOBOXapKaHbE
AHaMHe3:

*  JKEHIIMHBI PEPTUIILHOTO BO3pacTa

*  PEUMAUBHUPYIOLIME ITHEBMOTOPAKCHI

*  PEUMAUBHUPYIOLIME XUIOTOPAKCHI

*  TOBTOPHBIC PECIUPATOPHBIC UH(DEKITUN

PduzukajabHoe 00c/Ie10BaHNe:

*  ocnabyieHue JbIXaHus MIPU Pa3BUTUU ITHEBMOTOPAKCA, XUIIOTOpaKca

° HCCHGI_[I/I(I)I/ILIGCKI/IC CHUMIITOMBI:

napecTe3uu

ANANRN

TaxUuKapaus
nepudepudecKkue OTeKH

AN

CUHAPOMEI CAaBJIMBAHWA BHYTPCHHHUX OpPraHOB

MPU3HAKH JIBIXaTEeIbHON HEJ0CTATOYHOCTH
MPU3HAKH JIETOYHOM TMIEPTEH3UH MPU IPOrPECCUPOBAHUN 3a00JI€BaHUS:

b y3HbINA cepo-TeneabHbIi [HaH03
ycunenue |l Tona Haz ierouHoit aprepueit

HaJIM4ME NaJbUPyEeMbIX 00pa30BaHui B OPIOUIHOM MOJIOCTH U MAJIOM Ta3y

CcTagusax 00e3Hn MMPUCOCANHCHUC




JlabGopaTopHble ucc/ieI0BAHNUS:

OcHoBHBIE J1A00PATOPHBIE UCCICTOBAHMS

e 0oOmwuif aHaIU3 KPOBU (3PUTPOLIUTO3, MOKET OBITH TUMQOTICHHUA).

*  OMOXMMHMYECKHE aHAIU3bl — OWIMPYOWH OOIIMM, OUIUPYyOMH MpSIMOM, OOIIHit
oenok, AJIT, ACT, kpeaTuH1H, MOYEBHHA (TUIIONIPOTEUHEMHS]).

*  Junuaorpamma (TUIEepXOoJECTEPUHEMMUS).

*  koarynorpamma — pudpunoren, AUYTB, [ITU, pomOnHOBOE BpeMmsI.

. J-numep.

e 0o0mmii aHaM3 MOYH (MOXKET OBITh, TEMATYPHS TP KPYITHBIX aHTHOJIUIIOMAX ).
JonojHUTEIbHBIE JIA0OPATOPHbIE UCCIET0BAHMS .

*  CwBopotounsiiit VEGF-D >800 nr/mu.

TectupoBanre HeEOOXOAMMO ISl ycTaHOBJIeHUs nuarHo3a JIAM 1o paccMoTpenus
BOIPOCA O IMArHOCTUYECKOW OMOIICUY JIETKUX .

*  HccnenoBaHue ra3oB apTepHaibHON KPOBU (TUIIOKCEMUS, HOPMOTUIICPKAITHUS ).

*  Iluronorusa Ouonorudeckux cpep (mieBpaibHas KUAKOCTb, BAJL, acuutuueckas
KUIAKOCTh, JUM(pATUYECKUd Yy3es, JTuM@aHruoneiiomruoMa) (BBICOKOE COJAEpKAHUE
JTUM(OLIMTOB, TPUTTULEPUIOB, OOIIETO KOJIMYECTBA KIETOYHBIX JIEMEHTOB).

NHcTpyMeHTaIbHBIE HCCJIEIOBAHUS:
OcHOBHBbIE HHCTPYMEHTAJIbHbIE UCCIET0OBAHMS
Komnbrorepanas Ttomorpadguss Bbicokoro paspemenusi (KTBP) saBusercs

065{3aT€J'IBHI>IM METOJIOM 06CJIGIIOBaHI/I}I I BCCX IMTAIMUCHTOB C IIPCAIIOJIaracMbIM JIAM
[20].

Xapakmepuvie ocobennocmu JIAM na KTBP (puc.2-7)

1. Kuctbl SBIAIOTCS OTIUYUTENBbHBIM Tpu3HakoM JIAM u TpPUCYTCTBYIOT Yy BCEX
naiueHToB (puc. 2). Ux BHemHUN BUA, pa3Mep U KOHTYp 3HAUUTEILHO Pa3IuvaroTCs,
0OBIYHO OT 2—5 MM B AMaMeTpe, HO uHora 1 10 25-30 MM [13], 00bIUHO OKPYTIIBIC, Yalle
C BEPXHHUM | IICHTpaTIbHBIM NipeobnananuemM [11]. TonmuHa CTEHKH KUCTHI KOJIeOIeTCs
OT €/IBa 3aMETHOM JI0 2 MM B OOJIBIIIMHCTBE CEpHUH, eCTh HaOmomaeHus — 10 4 mm [13],

(1)

A




Pucynok 2. MuoxectBennbie KucTol ipu JIAM. A - kopoHapHasi peKOHCTpyKUus, B -
caruTTajabHas peKoOHCTpyKius [11].

XapaktepHoe koynmdectBo KucT 10 u 6omnee [11], Ho KTBP coBmecTtuma ¢ Jiero4HbIM
JIAM, kornma umMeeTcs Aaxke HeOonbiioe koauuectBo (>2 u <10) [13]. Oxpyxatomias
KHUCTHI JIETOYHAs MapeHXMMa COJEPKUT MeENKue ASMQPU3EMaTO3HbIC H3MEHEHUS, HE
CBSI3aHHBIE C KypCHHEM.

* Enphysema like changes




Pucynok 3. [lpubnmkeHHas K KUCTaM MapeHXHMa MMEET MeENKHEe SM(pu3eMaTo3Hble
W3MEHEHUS], OTMEUYEHHBIC 3BE3/10YKaMHU [11-12].




Pucynok 4. OObIuHbIE KHCTO3HBIE MPOSABICHUS B OTACILHOCTH HIIH C
COCYIIECTBOBAHUEM KPYIHBIX KUCT [15]:

*  MHOTOYHCIICHHBIE JIETOUYHbIE KUCTHI (A)

*  KHCTBI OT YMEPEHHOM 110 Tshkesol cternenu (B)

* He BeIpaxkeHHbIe KUCTHI (C, D)

* HeMHOro4ucjcHHbIe KUCTHI (E)

*  0OJBINKE KUCTHI C THMMYHBIMU Xapakrepuctukamu (F)
*  HECKOJBKO KpymHBIX KUCT(G)

*  QOJIBIITKE KUCTHI IPeo0IaaaroT mpaBom Jierkom (H)

Pucynok 5. Kuctel ¢ TOJICTBIMU CTEHKAMH.

HexoTtopbie U3 KHCT ¢ HEPAaBHOMEPHO YTOJIICHHBIMH CTEHKAMH, HMCIOIINE «TOYCUHBIH
sug» (A,B).

[I10THOCTP MApEHXHMBI JIETKUX BOKPYI KHUCT C HEPAaBHOMEPHO YTOJIIEHHBIMU
CTEHKaMH B JIEBOM JIETKOM YBEIWYMWJIACh II0 CPAaBHEHUIO C IIPABBIM JIETKUM, 4YTO

yKa3bIBaeT Ha 3actoi UMbl B ieBoM jierkom (C).
8



PI/ICYHOK 6. CuMIITOM MaTOBOT'O CTEKJIA.

*  MaroBocTs B mpaBoii BepxHel joJie (HapyieHue JuM@PpooTToka) (A).

*  YMeHbllIeHHE MaTOBOCTH B quHamMuke (B).

« MaroBocTh C  YTONIIEHWEM MEXIOJHLKOBOIO  WHTEPCTHIMS  (HapyIIeHHUE
muMdoorroka) (C).

*  Hapacranue maroBocty B quHamuke (D).

2. [lapeHXUMaTO3HbBIE Y3EIKH.

Yamre HabmromaroTes y manueHToB ¢ JIAM, acormupoBaHHBIM C TYOEPO3HBIM CKIIEPO30M,
pexe mpu criopaandeckoit hopme. Pazmep y3enkos Bapsupyet ot 1 10 10 MM, 00BIYHO
npeobiagaeT B BEPXHUX J0JSIX U M0 niepudepun.

3. [IneBpanbHBIC U3MEHEHUS.

[TaeBMoTOpaKc BeTpeuaercs mpumepHo B 40—70% cimyyaeB. Y TpeTu ManueHTOB MOXKET
BO3HUKHYTH OJJHOCTOPOHHUM WM IBYCTOPOHHUN XUIIOTOPAKC.

4. I'pynnas nuMmdaneHonaTus.

Pacmmpenue TpymHOTO TIPOTOKA U YBEIMYCHHE pPa3MEPOB MeEAMACTUHAIBHBIX
mumpoy3noB (1 cM u Gosiee Mo KOpoTkoit ocu U 1,5 cM u Gonee MO AJTUHHON OCH)
SIBJIAIOTCST TUMTUYHBIMU TIposiBicHUsIME JIAM. PerpokpypanbHas mumbaaeHOaTHsI
BcTpedaercs y 26% OONbHBIX.

5. Xwie3Hsblid BBITIOT, THEBMOTOPAKC.

6. VYmioTHeHHe MO THIYy MAaTOBOTO CTEKJa HE YacTo, YKa3bIBaeT Ha 3aCTON JUMQBI
[15].



7. Huddy3ubie odaru (He yacto) [15].

Pucynok 7. HQuddy3Hble y3eIKu OTMEUSHBI YePHBIMHU CTPEIKaMH. EMMHUYHBIC KUCTHI
OCIBIMH CTPEJIKAMHU.

Cunupomerpus

O YHKIMOHAJIBHBIE TECTHI JIETKUX CIEAYET MOBTOPATH KAk ble 3—6 MECSIIEeB y MAI[UEHTOB
C TPOTPeCcCHUPYIOIMHM 3a00JeBaHUEeM W Kaxaple 6—12 MecameB y MaMeHTOB CO
CTaOMJILHBIM T€UEHUEM OOJIC3HHU.

OOGCTpyKTUBHBIE BEHTUJISILIMOHHBIC HAPYIIICHUS

e ODBI/®XEJ <70%

e O®BI <80%

Iyabcokcumerpus:

* Iporpeccupyromnas aecarypanus Kpou < 95%.

Tect ¢ 6-munyTHOI X0aL001 (6MWT) 17151 O1LIEHKU:

* CTeMNEeHM yTpaThl GU3NUECKON aKTUBHOCTU U TPYAOCTIOCOOHOCTH

* IporpeccupoBaHus 3a001€BaHUs

* OTBETa HA JICYCHUE

Y3MU OpronHoii moJI0CTH ¥ OPraHOB MAJIOT0 Ta3a:

*  BBISBJICHUE aHTHOMHUOJMIIOM/TMM(aHTHOICHOMIOM WITH JIUM(a eHOTIaTUN

Jlono/iHUTeIbHBIE MHCTPYMEHTAJIbHbIE HCCJIeJ0BAHUA:

O030pHasi peHTreHorpausi rpyaHoil KJeTKH - ¢ nojgo3pennem Ha JIAM nns
BepU(pUKALMU TMAarHO3a HE PEKOMEHIYETCSI B CBS3H C €€ HU3KOM HH(POPMaTUBHOCTHIO. B
50% uH(popMaTUBHA MPHU BHISBIIEHUU CIOHTAHHOTO THEBMOTOpAKCA.

HccaenoBanue 1u@y3uoHHONM CIOCOOHOCTH JIETKMX N0 MOHOOOKCHIY YIJiepoaa
(Dlco):

* DLco <60% oT 11.B - 60Jiee 4YyBCTBUTEIIbHBIN, YEM CITUPOMETPUS, MHAUKATOP paHHEH
cTaauu 3a00JIeBaHUsI

10



boaumuierusmorpadus

o cumkenne OEJI<81-85%, )KEJI<81-85% u /unu OEJI<81-85%

» cHmwkenne O0JI <85%

* cHwkenue PO Brrnoxa <80% I0JKHOW BETUYUHBI

IxoKTI ¢ onpenesnennem PcpJIA

[Tokazanus:

*  TSDKEJIOE TEUCHHE 3a00JIeBaHUS

* Ha (hoHE IIUTETHFHON KHCIOPOIHOMN Tepanuu

* IpU IUTAHUPOBAHUM TPAHCIUIAHTAIIUU JIETKUX

KT OpromHoii mojocTu 1 Majioro rasa

[Tokazanus:

*  BBIABJICHUE AHTUOMHUOJIUIOM/TUM(DAHTHOIEHOMUOM WA JTUM(paJeHOTaTUN

*  YTOYHEHHE JIOKAIU3ALNHU aHTUOJIUIIOM

*  OLEHKA JMHAMUKHU Pa3MEpPOB AHTHOJIUIIOM

bonee uyBcTBUTENBHBIN U CHIEIU(DUYHBIN METO/I, YEM YIIBTPa3BYKOBOE UCCIIEIOBAHUE, U
MOKET 0OHapyKUBaTh onyxoyu <1 cM B uamerpe.

MarnutHo-pe3oHancHasi Tomorpagust (MPT) OpromHoi moJ10CTH ¥ MaJIOro Ta3a:
* JUAarHoCTHKA >XUPOCOAEPKAIIUX OIyXOJIe, MpH MPOTUBOMNOKA3aHUU MPUMEHEHUS
HoAcoIepKaIero KOHTpacTa.

MPT roJjioBHOT0 Mo3ra:

*  BBIABJICHUE MEHUHTUOM MPU HATUYKUUA CUMIITOMOB

* B CIly4asix TEparuu MporecTePOHOM.

buoncuu:

Iloka3anus:

Ha KTBP - kucro3nele aHOMaJuM B JIETKMX, XapakrtepHele s JIAM mnpu
OTCYTCTBMHU MOJATBEPKIAIOIMX KIMHUYECKUX WM BHEJIETOYHBIX PEHTIC€HOJIOTMYECKUX
NPU3HAKOB (KOMIUIEKC TYOEpO3HOTO CKJIep03a, AaHTHUOMHUOJMIIOMBI, XWJIE3HBIN
IUICBPAIBHBIA  BBIMIOT WM  aClUT, KHUCTO3HbIE JUM(AHTUOICHOMHOMBI) W/UIU
HEJIOCTYITHOCTH npoBeaeHus uccienaopanus VEGF-D.

TpancOponxnaabHas OMONCHS JIETKUX

ManounBa3uBHbBIN, 0e30MacHbI U Y)PEKTUBHBIA METO]] YCTAHOBJICHHS JUArHO3a
JIAM, uckiroyaromuii He0OX0IUMOCTh XUPYPTrUIECKON OMOTICHU JIETKUX OoJiee 4eM y
50% manueHToB.

OcnoxuHenus (puck 2 - 14%):
®  KpPOBOTEYECHUS
®  TTHEBMOTOpPAKC
Buaeoropakockonnueckas OMONcUs Jerkux
Ocnoxuenus (puck 10-19%):

*  KpPOBOTEYEHUS

*  ITHEBMOTOpPAKC

CmepTHOCTH OT ocioxkHeHu# 1,5-4,5%.

MopdoJioruyeckoe uccjieJ0BaAaHNE TKAHM JIETKOro:

*  MakpOoCKONUYECKHU: JIETOYHAsl TKaHb MJIOTHAS,, MHOKECTBEHHBIC MEJIKUE KUCTBI
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¢ cyOmieBpalibHBIM pacmoioxkennem ot 0,5-1,5 cm B nuamerpe, OerecoBaThbie,
3aM0JTHEHHBIE JKUKOCTBIO.
*  Mukpockonuueckasi KapTHHA: OJITHOBPEMEHHOE MPUCYTCTBUE MHOKECTBEHHBIX
MEJIKUX BO3AYIIHBIX KUCT U HaJIU4YWME MYJIbTHU(OKAIBbHON y3710BOM mponudepanuu 2
OCHOBHBIX BHUJIOB JIAM-KJIETOK - HE3pEeNbIX TIAJKOMBIIICYHBIX M MEPUBACKYIISPHBIX
AMUTEINOUTHBIX KIIETOK.

[Ipu Hecnenuduueckoir MOPPOIOTUUECKON KapTUHE, 0COOEHHO Ha PAHHUX CTaIUSIX
3a00J€BaHus, 1EIECO00Pa3HO MPOBEICHUE MMMYHOTHCTOXUMHUYECKOTO HCCIICIOBAHUS
JUJIS1 BBISIBJICHUS AKCIPECCUU O-TJIaJIKoMbIlieuHoro aktuna 1 HMB-45. (puc.8)

i op}"’f

IJ1aJIKOMBIIIEYHBIX KJIETOK B CTEHKE aJlbBEOJI U CTPOME.
OcTeogeHcuromeTpus
Iloxa3anusna:

e  Bcewm nanuentkam ¢ JIAM, ocoO€HHO B TOCTMEHOIIAY3€.
BrisiBrisieTcs CHUKEHUE MUHEPATbHOW MIIOTHOCTH KOCTHOM TKaHMU.

IMoka3zaHus il KOHCYJIbTAIIMU CHENUAJINCTOB:

. HIOCKOIHUCT - JIJI PEUICHUs BOIPoca 0 BO3MOKHOCTU npoBeaieHus: ThbJI

*  TOpPakaJbHBIA XHPYPr — ISl PEIIEHUS BOIPOCAa O BO3MOXXHOCTH MPOBEACHUS
XUPYPTUUECKONU OMOTICHH JIETKUX

. MYJbTHAUCHMILIHHAPHOE o0cy:xkaeHue (MJ/IO) - Bpau-myJbMOHOJIOT, Bpay-
PEHTIeHOJIOT, YHJIOCKOMUCT W Bpad-maroMopdosior ¢ onbIToM auarHoctuku JIAM ¢
1EJIbI0 TIOCTAHOBKHU JUArHO3a, OMPeIesIeHUs Je4eOHO-TMarHOCTUIECKON TaKTHKHU.

12



2.2. IMarHOCTUYECKHIl aJITOPUTM:

Kinnanyeckas BepositHocTs JIAM

A 4

KTBP ¢ xapakrepuctukamu JIAM HET AJbTEpHATUBHBIN THAarHO3

\ 4

Ilal

na
JleTanpHas KIIMHAYECKas OLICHKA

nonrsepxnaeT Hanmuue TC

[TonrBepxknenusiii quaruno3 JIAM/TC

\4

HECT
O0cienoBars:
1. VEGF-D

2. KT nmu MPT OpronrHo# moJIOCTH/OpPraHoOB Majioro Ta3a
3. MHccrnenoBanue XuIIe3HOM KUIKOCTH
4. Buoncust TuMQOy37I0B UM TUM(PAHTHOICHOMUOMBI

Breisensercs:
1 VEGF-D =800 nr/mn
2 AHrHoIMIIOMA TIOYKH/XHUIIC3HBIH Ja [TonrBepknennsiii quaruo3 JIAM/TC

v

BBITIOT B TPYIHOM HITH OPIOITHON

MOJIOCTH/ MMM (aHTHOJIeHOMHOMA
WM TTOpakeHue TuMQOoy3IIoB

~ ~— Tr AN N

IICT ¢

MJIO ¢ penrerreM BOmpoca OGHONCHH HET R IIponomkate TIaTeIbHbIH
JIETKHX Mouutopur ®BJ] kaxpie 3—4 mecsia
na
v
TBBJI ¢ rucromornueckou Aa > [TonTBepkneHHbI quarno3 JIAM
kaptunou JIAM
HET

MJO c peurennem Bompoca o
nenecoodpasznoctu BATC

Ja

v

BATC Ouoncus ¢ ricTOIOrnYeCcKoi Aa

xapTHHOi JIAM ITonrBepxnenHslil fuarnos JIAM

A 4

Pucynox 9. lnarnoctuyeckuii anroputm npu JIAM
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2.3 InddepeHunaibHbIi JUATHO3 U 000CHOBAHNE IOTOJTHUTEIBLHBIX HCCIEI0BAHUI
[2,4,14,17-18,19,21]:

Jnaruo3s

O0ocHoBaHue s
Au(ppepeHunaIbH
0¥l IMArHOCTHUKHU

O0caenoBanus

Kpurepun uckioueHus 1Mard03a

I'uctuonuros X

HenponykruBHbIi
Kalleb, OJBIIIKa,
00116 1
IIPUITYXJIOCTb
MSTKHUX TKaHEH,
KOXHasl ChIIIb,
IIOJIMIATICHS,
HOJINYPUSL.
@akTOpBI PUCKA -
KypeHHe

BPKT OI'K
buoncus
Papunonornueck
oe
WCCIICIOBAHKE
ckenera (ueper,
JUIeBast KOCTbh,
TTO3BOHOYHUK)
MPT ronoBHOro
Mo3ra

V31 OBII

Yaie BcTpeyaeTcs y My»K4MH.
Menkue TOHKO- U TOJCTOCTEHHBIE
nehOopMUPOBAaHHBIE KUCTHI 10 10 MM.,
MPEUMYIIECTBEHHO B BEPXHUX JOJIX,
MHTEPCTULIMANIbHBIE OYaXKU 1-5 MM,
OpOHXOIICHTPUYECKHE
KaBUTHUPYIOIINE Y3€JIKU, BETBSILUECS
WIH HEpEeTyJsipHbIC KHCTBI;
HETMOPaKCHHbIE pebepHo-
nuadparManbHbIE YTIIbL.

Pentren kocrteit (uepen, juIeBas
KOCTh, TIO3BOHOYHHK)  BBISBIISICT
ouyaru JECTPYKLUMH, B YEIIOCTH IpHU
BBIPAXCHHON aIbBEOJISIPHON
pe3opoiun «TapsAumx
3y00B».

MPT rOJIOBHOT'O MO3ra B
runoTajaMo-Tunodu3anoit  odmactu
BU3YAJIU3UPYETCS HOBOOOpa3oBaHUE
KaKk elBa 3aMEeTHOE YTOJIIECHUE
HO>XKHU U B BUJI€ KPYITHOU OITyXOJIH.
Y311 OBbIl - renaroMmeranus,
XOJIAHTUT U CIJIEHOMETaJIHSL.
I'ucronornyecku — AECTPYKTUBHBIN
OpOHXUOJUT ¢  (GOPMUPOBAHUEM
OpPOHXOLIEHTPHYEC-KHX u
epuOPOHXHUOIAP-HBIX Makpogaros,
kietkn JlaHrepranca (neHApPUTHBIE
KJIETKW —OJIMH U3 BAPUAHTOB KJIETOK
MOHOHYKJIEApHOT'0 psiJia)

ekt

JlumdouurapHas
MHTEPCTULIMATIBHAS
ITHEBMOHMUS

Oplika, ¢
pa3BUTHEM
3a001eBaHUs
MIPOTPECCUPYET,
MaJIOTIPOyKTHBHBI
M Kallesb.

BPKT OI'K
TbbJI
DLco

Kpynneie €IMHUYHBIE KHUCTHI,
MPEUMYIIECTBEHHO B  0a3allbHBIX
OTJIeax, HEKOTOPhIE C BHYTPEHHUMU
MSITKHMHA TKaHSIMH MOTYT
COCYIIIECTBOBATh c y3eJIKaMH;
MOMYTHEHHE TO THUIY «MaTOBOE
CTEKJIO» U «IepeBa B IOYKAX),
TMM(OMOIA; YTOJILEHUE
MCKIOJIBbKOBBIX IIEPETOPOAOK, 30HBI
KOHCOJTUIAITHH. 4 JKEHIIIUH
bepTHIBHOTO BO3pacra JINIIT
coyeTaercs c 3a00JIeBaHUSMHU
COEIMHUTENLHON TKaHH, OCOOECHHO C
cunapomom lllerpena.

I'ucronorus: auMmbouuTapHas
WHTEPCTUIIMANBHAS HMH(UIbTpAIHs,
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nepuOpoHXHaTbHASL
nponudepanus
Cumxenne DLco

nuMdouniHas

OJplIKa, Kalelb
HE MTPOYKTUBHBIMN.

bynnesnas
sMbu3emMa Jerkux

BPKT OI'K
boaumnerusmor
padus
Anbpda-1-

AHTUTPUIICUH

Kpynnsie pa3Mepsl KUCT,
cyOruieBpaibHOe pacrojoXKeHue,
YTOJILEHUE CTEHOK OpOHXOB,
napacenTanbHas, IeHTpUallMHApHas
u naHaluHapHas ampuzema.
OM¢puzema Ha TMO3IHUX CTAAMIX
MOKET  BBIIVIAAETh  AHAJIOTUYHO
3amylIeHHON KHUCTO3HOH 00Je3HH
nerkux npu JIAM; ¢ubpo3 moxer
UMUTHUPOBATH CTCHKUKHUCTHI,
pacmpocTtpaHeHue SMduzembl 0T
stuonoruu; npu JIAM TunudHbIe
KHCTBI, pa3/ieJIeHHble HOpPMalbHOU
MapeHXUMOMU B HauMeHee
MOPaKEHHBIX Y4acTKaXx.

CHuxenue YPOBHS anbda-1-
AHTUTPUIICUHA B CHIBOPOTKE KPOBH.
boaunnerusmorpadusi:  CHIKEHUE
OEJI

Kucro3usie
METAacTa3bl B
JIETKUE

O,Z[BIIJ_IKa, Kal€yib C
IMPOKHUIIKaMH
KpOBH, IMOXYAAaHHUC

BPKT OT'K
buoncus
OHKOMapKepbl
VY3U Opromnoin
M0JIOCTH, TTOYEK,
MOJIOYHOM
KeJe3bl, MaTKU.

EnuHuYHBIE TOHKOCTEHHBIE KHCTBI
pPa3HBIX pa3MEpPOB, COJUIHBIE U
KHCTO3HbIE  Y3€JKH  XAOTUYHOIO
pacrpeeneHus.

Ha Y3U OproniHoit mosocTH, MoYeK,
MOJIOYHOM  JKE€JIe3bl M  MAaTKH
BU3YAJIU3UPYIOTCS o0Opa3oBaHUs
Pa3IUYHBIX Pa3MEpOB.

I'ucronorus: aZIcHOKapIMHOMa,
XOPHUOKAPIIMHOMA,
INIOCKOKJICTOYHBIHN.

[Toseimenue ypoBHst CA 125, CA 15-
3, POA, ADII

Cunnpom bepra- Opplnixa,
Xorra-/{ro6e rarnysue3Has ChIIlb
Ha JIALE

BPKT
boaunnerusmor
padus

V3U nouek
Onkomapkepbl

MeHblie KUCT € XapaKTepHbIM
CyOIIeBpaJIbHBIM PACIOIOKEHUEM U
XapakTepHOU bopmoii KHCT;
ayTOCOMHO-IOMUHAHTHOE
HacJIeJOBaHHUE.

OTtaromeHHass  HacJIECTBEHHOCTD,
HaJIMYUe paka Mmoyek.

Myranus B rene FLCN.

CHmxeHue OEJI Ha
OoaurIeTu3Morpaduu.

Y31 NOESS BU3YAIIU3UPYET
o0Opa3oBaHus B MOYKax,

THUCTOJIOTUYCCKUX Pa3JIMYHBIX TUIIOB.

3. TAKTUKA JIEYEHUSA HA AMBYJIATOPHOM YPOBHE:
3.1 Hemeaukamenrto3Hoe Jedenue [1,38,40]:
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e JlnurensHas kucaopoaorepanus (JIKT) nauuentam ¢ JIAM ¢ KIIMHHYECKH 3HAUNMOMN
runokcemueit B mokoe (SpO2 <88% mnpu bIXaHUH KOMHATHBIM BO3JIYXOM).

o Jlerounas peabunuranus (BKJIIOUAIOLIUE a3POOHBIE U CUIIOBBIE TPEHUPOBKN).

e BakuuHaius npoTUB TPUINa U MHEBMOKOKKOBOM nH(pekiuu, COVID-109.

3.2. MenqukamMeHTO3Hoe jJeuenue [1,2,17-18,38-41]:

Cupoaumyc™ — ummyHoenpeccadT, uHruouTop MTOR u kuna3s.

Jlo Hauaso Tepanuu CUPOIUMYCOM™ ONpPeeIUTh:

e OAK

o MOUAHBIN  Tpoduiab  (XOJIeCTepUH,  TpUraulepuabl, xojectepuH-JIIIBII,
xosiectepun-JIITHIT)

e OAM

IMoka3zaHus K HA3HAYEHUIO CHPOJMMYCa™!

ODPB1<70% oT HOHKHOTO 3HAUCHUS;

[Tpu ODB1>70% OT AOIKHOTO 3HAYEHUSA:

MOBBIIIEHHBINA 0CTaTOYHBIN 00beM (>120% OT 10KHOTO0);

yMeHnblneHue audysnonnoit cnocoonoctu (DLC0<80% oT n0mKHOTO);
JecaTypanys, HHAynupoBanHas pusndeckoit Harpyskon (Sa02<90% oT J0MKHOTO
npu 6MWT);

v runokcemus nokost (PaO2 < 70 Mm pr. cT.);

v’ mporpeccupoBanue 3a0oseBanus (rogosas moreps OPB1>90 mi/rox).

® pedpakTepHbIC XUIEC3HBIC BHITIOTHI, aHTHOMHUOJUIIOMBI >4 cM

ANENENERE

IlepeyeHb OCHOBHBIX JieKapCTBEHHBIX cpeacTs [1,17,18,29,30,31,39].

dapmaxkorepanesrudyeckas | MHH JIC Cmnoco0d Y

rpynna NpUMeHeHHusI

NMmyHOIETIpECCAHT, Cuponumyc*® | 1-2 mr/cyTku BHYTph. Uepes 14 | B

uaruourop MTOR u kuHa3 JHEW  JICUCHHS  U3MEPUTh
MUHUMAaJbHBIHI YpOBEHb

cupoiaumyca* B CBHIBOPOTKE.
YpoBeHb  cuponmmyca* B
KpOBH JIOJDKEH ObITh 5-15
ur/min.  Ilpu  memneHHom
MPOTPECCUPOBAHUU  OOJIE3HU
HavajbHas J103a CUpoJUMyca™
1 wmr/cytku. Ilpu ObicTpom
MPOTPECCUPOBAHNH HAYUHATH
C 2 MI/CyTKH U TOCTEIEHHO
CHWXATh JI03Y, 10 TOCTHKCHHSI
oTBeTa. B ciydasix KpYITHBIX
AHTUOMUOJIUIIOM TIOYEK 10 6

MT/CYTKH.
*B coomeemcmeuu ¢ npaguiamu npumenenus JIC nezapecucmpuposanuvix na meppumopuu PK.
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IlepeyeHb XOMOJHHMTEJbHBIX JeKAPCTBeHHbIX cpeacTB (MeHee 100% BepoATHOCTH
HaszHadyeHwus) [27-32,35].

dapmakoTepaneBTuye MHH JIC Cnoco0 npumeHeHnust Y
cKasi rpynmna
Cratunsl CumBacratud | 10 mmm 20 mMr 1 pa3 B cyTku
BEUEPOM, BHYTPb, HE Pa3KeBbIBasI U | A
HE U3MenbYast TabIeTKY,

MMporjaTrbiIBaTh LCJIMKOM, 3allnBast
J0CTAaTOYHBIM KOJIMYECCTBOM BO/JBI.

M-xonuHomuTuk/ Bz — deHoTtepoia Wuransuuonno no 10-20 kamens +
arOHUCT rugpoopomun/ | 0,9% pactBop Hatpus xjopuna 4-5| A
UIIpaTpoOnus MJI 4depe3 HeOynaiizep 2-3 pasa B
opomua CYTKH.
MOHOTHJIPAT

[Ipu pasButun ocnoxHeHuit JIAM TpeOyeTcs HOMOJHUTENbHAS Teparus, B
coorBercTBUM ¢ KII pa3BuUBIIMXCS DATOJOTMYECKUX COCTOSAHMM — Tspkenmas JIH,
IIHEBMOTOPAKC, MPHUCOECINHEHUE BTOPUYHBIX HH(PEKIHN, OpOHXOO0OCTPYKTUBHBIN
cunpom [20-29].

Cratunbl (cumeacmamun) HazHavaeTcs npu JIAM mamueHTaMm ¢ XHIOTOPAKCOM,
runepaunuaemueid. KomOuHaums  cuponumyca® M cUMBacTaTMHa  00JIaaroT
CUHEpPrHYecKUM 3(P(PEKTOM: HMHTHOMPYET POCT ONyXOJIM KCEHOTPAHCIUIAHTATA,
noBeimaT perymanuio VEGF-D B ycnoBusix Hopmokcuu (Bbicokue ypoBau VEGF-D
ycunuBaeT jauM@anruoreHes B y3iax JIAM, BbIpaBHUBAIOT KHUCThI JIETKUX, BIUSS Ha
DLCO), mnpenorBpaiiaeT pa3BUTHE KHUCTO3HBIX TMOPAKEHUN JIETKUX, OJOKUpYeT
aKTUBALIMI0 MAaTPUKCHOM METAJUIONPOTENHA3bI U MPEJOTBPALLAET pa3pyLIEHUE AIBBEOI
[30-32,35].

Bponxonutuueckas Tepamnus HeOyIu3upoBaHHON KombuHayuei M-xonunonumuxa c
f2 —aconucmom - ¢penomepona euopoopomuo 500 mke / unpamponus oOpomuoa
monoz2udpam 261 mxe - nokazana nauuentam ¢ JIAM B ciayyae pazButhsi OpOHXUATIBHOM
oOcTpykIyu Ha GoHe nporpeccupoBanus [27-29].

AHTHOaKTepuanpHas Tepanus ToKazaHa mnamueHTam ¢ JIAM B chywasax
NPUCOEIMHEHNS BTOPUYHOUN OakTepuanbHOi nmHeBMOHMH B cooTBeTcTBUM ¢ KII M3 PK
«BHebonpHUYHAs THEBMOHUS». [Ipy pa3BUTHH rOCIUTANBHON HHPEKINUN Y TALIUEHTOB C
JIAM anTuOakTepuanbHas Tepanusi MPOBOJUTCA B COOTBETCTBUM C MEXKIYHAPOIHBIMU
KIHHUYECKMMH peKkoMeHpanusamu [33,34].

3.3 Xupyprudeckoe BMeIIATEJIbCTBO: HET.

3.4 lanbueiimee Benenne [1,40,41]:

1. 1 pa3 B Mecs1l B TeUeHHE NIEPBBIX 3 MECSIEB, 3aTEM YepE3 KXKbIE 3 Mecs|a KOHTPOJIb:
®  YPOBHS CUPOJIUMYCa™ B KPOBU

e  0o0mMiIl aHAJIU3 KPOBH

e JUNUAHBIA  mpoduns  (XojmecTepuH, Tpurauuepuasl, xosnectepuH-JIIIBII,
xonectepun-JITTHIT)
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e  O0mWMif aHATN3 MOYHU

2. CrompomeTpusi KaXIble TpU Mecsla i IalUeHTOB C MPOTrPecCUpPOBAHUEM
3abosieBanus, | pa3 B Tof ISl CTAOMIIBHBIX MMAIMEHTOB

3. KoHTpoms Beca, 0TKa3 OT KypeHHUsI

4. JlerouHas peaOunvTaIus,

5. BakmunHamus OT TpUNIa W IMHEBMOKOKKOBOW HWH(EKIHH, W30eraTb MPUMEHEHUS
YKUBBIX BaKIIMH BO BPEMs IIpUEMa CUpOIUMyca™.

6. Otkaz or mpuemMa KOMOWMHHPOBAHHBIX IEPOPATBHBIX  KOHTPAIICTITHBOB
(comepxamux 3CTPOr€H, MPOTECTEPOH), IUIAHUPOBAHHWE OEPEMEHHOCTH MOCIe
KOHCYJIBTAIIMH CO CTICITHATICTOM, 3allPEIICHIE MPHUEeMa 3aMECTHTEILHON TOPMOHAITLHOMN
Tepamnuu B IEPHO]] TOCTMEHOTIAY3HI.

3. 5. MaankaTtopsbl 3P(PeKTUBHOCTH JIeHYeHHUs U 0€30IIaCHOCTH: CM.IYHKT 5.6

4. TMOKA3AHUSA MJIsA TOCHUTAIM3ALIUU C YKA3ZAHUEM THIIA
IF'OCIIUTAJIM3ALIUUA:

4.1 Tloka3aHusi AJsl TOCHMTAIM3ANMU € YKa3aHHEM THNA TOCHUTAIU3ALMN:
IMoka3zanus Il NIJIAHOBOW rOCIUTATU3ANNHU

*  MpoBeAeHUE OMOICUU JETKUX

*  TOJArOTOBKA K TPAHCIUIAHTAIMH JIETKUX

*  TpPaHCIIAHTALUA JIETKUX

IMoka3anus 1Jis1 IKCTPEHHOH roCHUTAIU3AIUM:

*  oboctpenuu JIAM (HapacTaHue OJBIIIKU, YXY/IIIEHUE OKCUTCHAIWH )

*  pasButHe ocnoxkHeHud JIAM (TpomM0O0>IMO0IHUS TErOUHON apTepru, THEBMOTOPAKC,
ocTpas UH(EKIMS HUKHUX JIBIXaTeIbHBIX MyTeH).

IMoka3zaHus K BbINKMCKE MAIMEHTA U3 CTALIMOHAPA:

¢  crabunuzanus KJIMHUYECKOIO COCTOSHUS;

SpO2 ue Hmwxke 93% B MOKOE MPHU ABIXaHUU KOMHATHBIM BO3JyXOM WJIU Ha (hoHE
KHUCITIOPOJIOTEPATTUH.

5.TAKTHUKA JIEYEHUS HA CTAHIUOHAPHOM YPOBHE [1,29-32]:

5.1 Kapra na6.oiennsi nanmeHTa, Mapmpyru3amnus namuenra (pucynok 10):

Kimanueckoe nmogo3penne Ha JIAM

HET
KTBP npusuaku JJAM ANbTEepHATUBHBIN JUAarHO3

Ja

VEGF-D crBopoTKH;

KT wmu MPT Ge3 xoHTpacTa OpIOIIHOHM ITOJIOCTH,
MaJoro Taza. HccnenoBanue XHIIE3HOM
KUJKOCTH/y371a, 00pa30BaHMUsI. 18




y

/ Hanuuue ogHoro us:

VEGF-D ceiBopoTkn=>800 rr/mit; na
AMJT ouexk uiu [Monreepxnenue JIAM
TM(OaHTHOICHOMHOMET,
[To3uTHBHAS ITUTOJIOTUS

HCT l
p
HEeT -
Heo6X0AMMOCTh M'HCTOMATONOIHIECKOTO Mowuuropunr ®BJI kaxasie 3-4 mecsiia
MIOATBEPKICHUS
~——
ecTh
A 4
[ MO: TBBJI i XBJI ]
y
HET
[ IoarBepxaenne JIAM ]—> [ AnbTepHATUBHBIN AUArHO3 ]
o |
] Ectb apdexr [Iponomkenne Tepanuu.
Jleuenne cupomumycom™ > M
> OHUTOPHUHT

s¢dextuBHOCTH 11 HA

Het s¢dekra

\ 4

MJO: nenecooOpa3HOCTh
TPaHCIUIAHTAIMH JIETKHX

Pucynok 10. Kapra mabmroaenus nmanuenta ¢ JIAM

5.2 HeMeaukaMeHTO3HOe JIeYeHHE:

e JlnutensHas xkucinopoporepanus ([AKT) maumentam c JIAM ¢ KIMHHYECKH
3HauMMol THunokcemuer B mokoe (mpu SpO2 menee 88% mpu ObIXaHUUM KOMHATHBIM
BO3/IYXOM).

e  JlerouHas peabuiurtanus (BKIHOYAIOLUIUE a3pOOHBIE U CUIIOBbIE TPEHUPOBKH).

5.3 MeaukaMeHTO3HOe JieueHue

[Ipu rocnuTanu3alu¥, HE3aBUCUMO OT €€ IPUYMH, [OKa3aHO Ha3HAYCHUE WU
MPOJIOKEHUE TEpPaNUU CUPOJIUMYCOM™, MPH OTCYTCTBUU KIMHUYECKH 3HAYMMBIX
n000YHBIX 3P (HEKTOB.

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX cpeacTs [1,17,18,39-41].

dapmakorepanesTudeckas MHH JIC Cnoco0 Y
rpymnmna NpUuMeHeHust
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NmMmyHOIeIpeccaHT, Cupoaumyc* 1-2  wmr/cytku BHyTpb.| B
uHruouTop MTOR u kuHa3 Uepes 14 nuelt neuyeHus
N3MEPUTh MHHHUMAJIbHBINA
YPOBEHb CHpOJUMYyca* B
CBIBOPOTKE. YPOBEHb B
KPOBH JOJDKEH OBITh 5-15
Hr/mi.  [lpu menneHHOM
TPOTPECCUPOBAHNN
0OJIe3HH HayalbHas 11032
cuponumyca* 1 Mr/cyTkwu.
[1pu ObICTpOM
TPOTPECCUPOBAHNN -
HAaYMHATh C 2 MI/CYyTKHU
MOCTETICHHO CHUXas 103y
110 JOCTHXKEHHS OTBeTa. B
CITydasix KPYITHBIX
QHTMOMMOJIUIIOM TIOYEK -
10 6 MI/CYTKH.

*B coomeemcmeuu ¢ npasunamu npumenenus JIC nezapezucmpuposannvix na meppumopuu PK.

IlepedyeHb TOMOJHUTEIBHBIX JieKAPCTBeHHbIX cpeacTB (MeHee 100% BeposSTHOCTH
HaszHadyeHwus ) [27-32,35].

dapmakoTepaneBTHYECKast MHH JIC Cnocod npumeHenuss u | Y/l
rpynmna JT03MPOBKA
CraTunbl CumBacTaTuH 10 - 20 mr 1 pa3 B cyTkH
BEUEpPOM, BHYTpPh | A

deHoTepodia Nuranauuronxo no 10-

M-X0JIMHOJMUTUK/ B2 —arOHUCT | TUAPOOpOMHU/T/ 20 xanens + 0,9% A
UTIPATPOIIHS pacTBOp HATpUs
opomuaa xjopuaa 4-5 mi uepes
MOHOTHApPAT HeOymaiizep 2-3 pasza B

CYTKH.

[Tpu pa3zButuu ocnoxxkuenuii JIAM tpeOyeTcst JOTIOTHUTEIbHAS TePaIvs, B COOTBETCTBUU
¢ KIT M3 PK pa3BuBmIMXCSA MaTOJIOTHYECKUX cocTossHuM — Tsokenas JH, TOJIA,
MTHEBMOTOPAKC, TPHUCOCIWHEHWE BTOPUYHBIX WHPEKINNA, OPOHXOOOCTPYKTHUBHBIN
cUHIpoM, runepiunuaemun [20-29].

CumBactatuH Ha3HavaeTcs npu JIAM nanueHTaM ¢ Xua0TOPaKCOM, THIEPJIUIHIEMHUEH.
KoMOuHanusa cupoimMmyca® M CUMBACTaTUHA O0JIAIal0T CHUHEPTrUYecKUM 3(PdexTom:
WHTUOUPYET POCT OMYXOJIM KCEHOTpaHCIIaHTaTa, moBbimaiot peryisamnuio VEGF-D B
yciioBUsiX HopMokcuu (Bbicokue ypoBHu VEGF-D ycunuBaet numdanruoreses B y3nax
JIAM, BbIpaBHHMBaIOT KHUCTHI Jerkux, Biausis Ha DLCO), mpemoTBpamiaeT pa3BUTHE
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KHCTO3HBIX  TOPAKEHUU  JIETKHUX, ONMOKUpPYET  aKTUBALMI0O  MaTPUKCHOU
METAJIJIONPOTENHA3HI M MIPEAOTBpAIIacT pa3pyiieHue anbseo [30-32,35].
AHTHUKOAryJISIHTBl PEKOMEHJYETCsl HCIOJIb30BaTh Yy MAIlMEHTOB TIPU Pa3BUTUHU
TpoMOOoIMOOIMYecKkux ocioxkHeHud B coorBercTBuM ¢ KII M3 PK «TpombGosmbomus
JIETOYHOM apTepum» [23-26].

Bbpouxomurudeckas Tepanus HeOyIU3UPOBaHHOU Kombunayuei M-xonunorumuxa ¢ Pr—
azoHucmom - gpenomepona 2udpoopomud 500 mxe/unpamponus 6pomuda MOHO2UOPAM
261 mxe - mokazana nanueHTam ¢ JIAM B ciydae pa3Butus OpOHXHATBHOM 0OCTPYKIHH
Ha (one nporpeccuposanus JIAM [27-29].

AHTHOaKTepuanbpHas Tepanus nokasasa nauueHram ¢ JIAM B citydasix npucoequHeHus
BTOPHYHOM OakTepranbHON mHeBMOHUH B cooTBeTcTBUH ¢ KIT M3 PK «BHebompHIYHAS
nHeBMOHMsY. [lpu pa3BuTHM TOocmuUTanbHOM wuWHGekuun y mnanueHToB ¢ JIAM
aHTHOaKTepHalIbHAs TTHEBMOHUSA TPOBOAUTCA B COOTBETCTBHHM C MEXKIYHAPOIHBIMU
KJIMHUYECKMMH peKkoMeHaanusamu [33,34].

5.4 Xupypruueckoe BMemarebcTso [19,36,37]:

TpaHcruranTanus Jerkux

[TokazaHus K TpaHCIUIAHTAIIMH JIETKUX:

1.  ®ynxumonansnslii knace 1w IV mo NYHA (Heio-Hopkckas Kapanonorndeckast
accouuanus)

2.  Tsoxenbie HapymICHHS (QYHKITAN JCTKUX:

e O®BI <£25% 0T HOJKHOTO 3HAYEHHUS

e DlLco<27% oT I0/KHOTO 3HAYCHUS

®  TUIIOKCEMHS B MIOKOE

BrokuBaemocTh mocne TpaHcriaHtauuu 76, 56 uw 51% wuwepes 1, 3 u 5 ner
COOTBETCTBEHHO.

5.5 JanbHeiimee Benenne [1,40,41]:
1. 1 pa3 B Mecsill B TeUEHUE NIEPBBIX 3 MECALIEB, 3aTEM Uepe3 KAXKIbIE 3 MECALa KOHTPOJIb:

o YPOBHS CUpOJIIMYCa™ B KPOBU

o 001Ut aHaIM3 KPOBU

o JUNUAHBIA ~ mpoduis  (XOJeCcTepuH, Tpuriauiepuabl, xojectepun-JIIIBII,
xosectepuH-JITTHIT)

o o0l aHAIU3 MOYHU

3. Cnupometpust Kaxaple 3 Mecsia Uisi HAlMEHTOB C MPOrpPecCUPOBAHUEM
3a0oJieBanus, 1 pa3 B IO - U1l CTAOMIBHBIX MMAIIUCHTOB

4. KoHTposb Beca, 0TKa3 OT KypeHHs

5. Jlerounas peabunuranus,

6. Bakiunanuys oT rpunma u MTHEBMOKOKKOBOM MHGEKINH, U30eraTh MPUMEHCHUS
YKUBBIX BaKIIMH BO BpEMs ITpUeMa CUpOIUMyca™.

7. OTkaz oOT mnpuemMa KOMOWHHUPOBAHHBIX TEPOPAIBHBIX KOHTPAICTITHBOB

(comepamux 3CTPOreH, IPOTeCTEpOH), IUIAHUPOBAHHE OCPEMEHHOCTH TIOCIIC
KOHCYJIbTAIlIMM CO CIICMAIMCTOM, 3alpelieHue IprueMa 3aMeCTUTEILHON TOPMOHAIILHON
Teparuu B IEPUO]T TOCTMEHOIAY3bI.
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5.6 Unaqukaropsl dpdexkTuBHOCTH Jeuenus [40-41]:

Knuandeckoe yimydiieHre: HaTuaue He MEHee JBYX CIEAYIONUX KPUTEPUEB B TCUCHHUE
JIBYX TIOCIIEIOBATEIHHBIX BU3UTOB B IMEPHOJ OT 3 710 6 MECSIIECB JICUCHHUS:
1.YMeHbIIIeHNE CTETICHN OJIBIIIKH.

2.Camxenue ypoBHsi VEGF-D B cbiBopoTKE.

3.YMeHbIIeHHEe 00beMa aHTHOMHUOJIAIIOM, JUM(aHTHOJIECHOMUOM U XHJIE3HBIX
CKOIUICHUM.

4. OyHKUMOHAIBHOE YIy4YlleHUE (HAINYUE HE MEHee 2-X KPUTEPHUEB):

e yBenuueHue OXKEJI> 10 % (Muaumym 200 mo)

o yBenmuenue DLCO > 15% (MuaEMYM 3 Mi1/MuH/MM HQ)

e nosbimenue Sa0; i PaO; npu nposeaeanu 6MWT (> 4% enunuir, > 4 mm HQ)

OPI'AHU3BALIMOHHBIE ACHHEKTBI ITPOTOKOJIA:

6.1 Cnucoxk pa3padoT4YMKOB POTOKOJIA:

1) bakenoBa Po3a Ary0aeBHa — JOKTOp MEIHMIMHCKUX HAayK, acCOIMUPOBAHHBIN
npodeccop, raBHbIi TepaneBT/mynbmMoHosor PI'TI «bonbsaunia Meaurunckoro LlenTpa
VYmpasnenus enamu [Ipesunenra Pecyonuku Kazaxcran» na [1XB.

2) KymaranueBa Apaak Hasunona — PhD, Bpad-myabMOHOJIOT, BEAYIIMA HAyYHBIH
corpynHuk otnena Hayku PI'TI «bompHumna Meauuuackoro llentpa YmnpasieHus
Henamu Ilpesunenta Pecnyonuku Kazaxcran» na [1XB.

3) EcenrenpannoBa ManuHa AWTIIEKOBHA - MArucTp MEIUIMHBI, BPay-IyJIbMOHOJIOT
PI'TI «bompaunma Meaumuuackoro Ilentpa VYmopasnenuss J[lenamu IIpesunenrta
Pecniy6muku Kazaxcran» na [1XB, rmaBHbIN BHEMITATHBIN MyJIBMOHOJIOT YTIPaBIICHUE
0OILIECTBEHHOT'O 3/IpaBOOXpaHEHUs ropojia AcTaHa.

4) bakueBa KpimMOaT MaHATKbI3bI — MarucTp MEAUIUHBI, Bpad-mysibMoHonor PITI
«bonpannia Menuuunckoro llentpa Ymopasnenus Jenamu Ilpesunenta PecmyOnvku
Kazaxcran» Ha [IXB.

5) lyus Anekcanap IlaBmoBuu — Bpau-paguosior PI'TI «bompHuna MeauiMHCKOTO
[entpa Ynpasnenus enamu [Ipesuaenrta Pecny6auku Kazaxcran» nHa [TXB.

6) HypriencoBa AUJIThIH AJIIaHBINIOBHA — KJIMHUYECKUH (hapmMaKoJior, HavajlbHUK
KIMHUKO-(apMakonorudeckoro otaena PITI «bonpHuma MenmumuHCKOrO IIEHTpa
VYnpasnenus aenamu [Ipesunenra Pecyonuku Kazaxcran» na [1XB;

7) I'apxano KoncTantrH AHATONBEBUY — KaHAMIAT MEIUIMHCKUX HaAyK, goueHT HAO
«MenuuuHCKUN  yHHMBEpCUTET  AcTaHa», mpenacenatens  «PecmybnukaHCKoON
MEXKIACIATUTMHAPHON MIyJIbMOHOJIOTUYECKOMN KOMHUCCHUN MuHHCTEpCTBO
3npaBooxpanenus PecmyOonmmku Kazaxcran.

6.2Yka3aHue HA OTCYTCTBUE KOH(JINKTA HHTEPECOB: HET.

6.3 PenieH3eHThI:
1) JlaremoBa Hatanbs AllekcaHIpOBHA — JOKTOP MEIUIIMHCKUX HAYK, MYJIbMOHOJIOT,
3aBeaytoias kadeapoi ceMeiHo u nokazarenbHo Meauiuabl HAO «MenunuHckuit
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YHUBEPCUTET AcTaHa», TJABHbIM BHEIUTATHBIA IyJBMOHOJOr MUHHCTEpPCTBA
3apaBooxpaneHus Pecrryonmku Kazaxcras.

2) Ilak Anekceit MuxaiioBu4 — KaHAMIAT MEAUIIMHCKUX HAYK, TUPEKTOP HHCTHTYTa
BHyTpeHHeW wmeauunHbl AQO «HanuoHaNIbHBIM Hay4yHbIdA MEAUIMHCKUN LEHTPY,
npeaceaaTenb HalmonanbHOro 001ecTBa pecnupaTopHOi METUIIUHBI.

6.4 Yka3zaHue ycJIOBHIi lepecMOTpa MPOTOKOJIA: TIEPECMOTp He pexe 1 paza B 5 et u
He dJame | pa3a B 3 roja npu HaJMYUM HOBBIX METOJIOB JUATrHOCTUKW W JICUEHUS C
YPOBHEM JI0KA3aTEIBbHOCTH.
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