IIpoexr

KJIUHUYECKHWH MPOTOKO.JI JTMATHOCTUKHA U JTEUYEHUSA

JUMPAHT'TOJEHOMUOMATO3
1. BBOJHAS YACTb:
1.1. Koa(s1) MKb-10:

MKB-10
Kon Ha3zBanmue
J84.81 JlumanrnoneiioMuomMmaTo3

1.2. Jlata pa3padoTku npotokoJa: 2023 r.

1.3. Cokpaienus, CIoJIb3yeMble B IPOTOKOJIE:
AMIJI — anruomuonunoma
ACT-acnapratamuHotpacdepasa
AJIT- anannaamuHOTpaHchepasa
AYTB-akTUBUPOBAHHOE YACTUYHOE TPOMOOIIIACTUHOBOE BpEMs
BAJI — 6poHX0-a1bBEOSIPHBIN JTaBaX
BATC — Buzaeo accucTUpOBaHHAs TOPAKOCKOIUS
BPKT — BbIcokopa3zpemaronias KOMIbIOTEpHast TOMOTpadust
KT — nnurenbHas KUCIOPOAOTEPANUS
JKEJI — )xn3HEeHHas1 EMKOCTb JIETKUX
N3JI — unTepcTuiinanbHbie 3a0071€BaHUS JIETKUX
JIAT" — nerouHas apTepuaibHas rUIEPTEH3US
JIAM — numdanruoneiiomuomaTos
JIUII - numdounHas MHTEPCTUIIMATbHAS THEBMOHHUS
JIIIBII — nunonpoTrenipl BBICOKOM INIOTHOCTH
JIITHII — siunonpoTenibl HU3KO0M INIOTHOCTH
MO — MyabTUIUCIUILTHHAPHOE 00CYKIECHNE
MPT — MarHuTHO-pe30HaHCHAasI TOMOTpadus
HCHUII — Hecnenudurueckass MHTEPCTUIMATIbHAS THEBMOHUS
HI — HexxenarenbHbIE SBICHUS
OAK - o0muii aHaM3 KpoBU
OBII — oprans! OprONIHOI MOJIOCTH
OI'K - opransl rpy1HOI KJIETKH
OAM — 00u1uii aHaIM3 MOYH
OEJI - o01mast eMKOCTh JIETKHX
OOJI - 00w 00BeM JTerKux
O®DBI1 — 00beM (hopcupoBaHHOTO BBIOXA 32 | CEKyHY
ODB1/®XEJI — 06bem popcrpoBaHHOTO BeII0XA 32 1 cekyHy/hopcupoBaHHas KU3HEHHAS
€MKOCTb JIETKUX
[1TU- npoTpoMOUHOBBIN UHAEKC
PO - pe3epBHBIil 00BEM
PKU — pangoMu3upoBaHHbIE KIMHUYECKUE UCCIEAOBAHUS
PcpIJTA — cpenHee naBneHne B JIETOYHOW apTEepUH
Pa0O2 — mapruaibHOE JTaBJICHUE KUCIIOpOaa
TBBJI — TpancOpoHxHabHas OUOICHUS JIETKOTO
1
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TC - TyOepo3HBbIil CKIEPO3

TCK - Ty6epo3nsiit Ckiepo3nblii Kommeke

OB/l — ¢byHKIUS BHEIIHETO JBIXaHUS

OXKEJI — popcupoBaHHast KUIHEHHAS EMKOCTD JIETKHX
XJIC — XpOHUYECKOE JIETOUYHOE CEP/LIE

COVID 19 — CoronaVirusDisease 19

CPAP - Continious Positive Airway Pressure

DLco — nuddy3nonnas cnocoOHOCTH JIETKHX 0 MOHOOKCHY YIiepoia
HRCT — High-Resolution Computed Tomography
HMB 45 - Human Melanoma Black 45

NYHA - New York Heart Association

mMTOR - mammalian target of rapamycin

Pa02 — naprmanbpHOE aBlieHuEe KHCIOPOia

proBNP — B-type Natriuretic Peptide

SpO2 — catyparus KpOBH IO MYIbCOKCUMETPY

TSC2 - TSC complex subunit 2, tuberin

VEGF-D - Vascular Endothelial Growth Factor-D
6MWT — 6 Minute Walk Test

IHosb30BaTes NPOTOKOJIA: Bpauud OOIIEH MNpaKkTUKH, TEpamneBThl,
BPMOHOJIOTH,  QJUIEProJIOTM,  Bpaud  JIy4eBOW  JIMAarHOCTHKH,  BpadH

(GyHKIHMOHATBHOM — TMarHOCTUKH, MAaTOMOP(OJIOTH, TOpaKaJIbHbIE XHUPYPTH,

OH/J

1.5

1.6

OCKOITUCTHI.

KaTeropI/m MaUuEHTOB: B3POCIILIC

IIkaJjia ypoBHS 10KA3aTEJIbHOCTH

A

BricokokauecTBeHHBIM MeTa-aHanu3, cucrematuyeckuit o03op PKU wmm
kpynHoe PKU ¢ oueHb HU3KOM BEPOATHOCTHIO (++) CHCTEMAaTHYECKOW OITMOKU
pe3ynbTaThl KOTOPBIX MOTYT OBITh PacHpOCTpaHEHbl HA COOTBETCTBYIOLIYIO
NOMYJISIHUIO.

BbicokokauecTBeHHbIM (++) cucTeMaTUyeckuii 0030p KOTOPTHBIX WJIU
UCCIIEIOBAaHUM CITy4ali-KOHTPOJIb WJIM BBICOKOKAUECTBEHHOE (++) KOTOpPTHOE
WA  MUCCICOOBAHUW  CIIy4al-KOHTPOJb C  OYEHb HU3KMM  PUCKOM
cuctematudyeckoir omuOku wunu  PKW ¢ HeBbicokum (+) puckom
CUCTEMATHYECKOM  OMMOKM,  pe3yJbTaThl  KOTOPBIX  MOTYT  OBITh
pacnpoCcTpaHEHbl HA COOTBETCTBYIOIIYIO MOIYJISILIUIO.

KoroptHoe wiM wHcciaeqoBaHUE CIIy4al-KOHTPOJb WM KOHTPOJUPYEMOE
uccieJoBaHue 0€3 PaHIOMM3alMU C HEBBICOKMM PHCKOM CHCTEMAaTHYECKOU
omnoku (+).

Pe3ynbpTaThl KOTOPBIX MOTYT OBITh PacHpOCTpaHEHbl HAa COOTBETCTBYIOUILYIO
nonynsiuuio wim PKM ¢ oueHb HHM3KMM WJIH HEBBICOKMM PHCKOM
CUCTEMATUYECKON OMOKHU (++ WM +), pe3ylbTaTbl KOTOPBIX HE MOTYT OBITh
HENOCPEACTBEHHO PaCIPOCTPAHEHBI HA COOTBETCTBYIOILYIO NOMYJISIIIHIO.

Omnucanue cepuy CIIydaeB WIH HEKOHTPOJIMPYEMOE HCCIICIOBAHUE NI MHCHUE
IKCIIEPTOB.




1.7 Onpenenenue [1-4]:

Jlmmdpanrnoneitomnomaros  (JIAM) -  pemkoe  3abojeBaHHME — JICTKUX,
XapaKTePU3YIOIIEeCs] aTOJIOTMYCCKUM paspacTaHueM ATUITHYHBIX
TIAIKOMBIIIEYHBIX KJIETOK IO XOJy KPOBEHOCHBIX W JIMM(DATHICCKUX COCYIOB C
pa3pacTaHMEM KHCTO3HBIX OOpa30BaHWid B JIETKMX, AHTHOJIMIIOM IIOYCK,
TUM(AHTHOICHOMHOM ¥ JUMQaJCHONATHH, TTOPAXKAIOIIee B OCHOBHOM JKCHIIUH
JIETOPOTHOTO BO3pacTa.

1.8 Knaccuduxaunus [1-4] (pucynok 1):

JlumpanruoseiiomuomMaros

v v
Cnopaagnyecknii JIJAM JIAM, accouMnpoBaHHbIi ¢ TY0epO3HBIM CKJIEPO30M
(TC)
3a00JIeBaHNE MOXKET BO3HUKATh
CIOpPaJINuECcKH y KEHIIUH, He Iporpeccupymoliee HoBOoOpa3oBaHNE JIETKUX HU3KOI
nmeromux TC n3-3a coMaTHIecKuX CTEINECHH 3JI0KAYECTBEHHOCTH C IpeodIalaHieM y KEHIIHUH,
myTanuii B TSC2 reme. BBI3BIBAEMOE aKTUBANCH MEXaHUCTUYECKONW MUIICHH IyTH

pamamuiuaa (mTOR), 00ycnoBiIeHHON MyTallMsIMU B reHax
TyOepO3HOTO CKJICPO3HUPYIOMIET0 KOMITICKCa

Pucynoxk 1 Knaccudpukanus JIAM
2. METOJbI, IOAXOAbI U IMTPOLHEAYPbI JUATHOCTHKHMH [1-10]

2.1 /InarHocTHYECKHE KPUTEPHH:
Kanoodwbr:
* [pOrpeccupyroiias OAbIIKa MPU HArpy3Ke
* Kaleib, HEMPOJAYKTUBHBIN, Ha MO3JHUX CTAAUSIX OOJIE3HU MPUCOECAUHEHUE
BBIJICJICHUS MOKPOTHI
* 00JIb B IPYJHOM KJIETKE
* KpOBOXapKaHbE
AHaMHe3:
* KCHIIMUHBI PEPTUIILHOTO BO3paACTa
*  PEUUIUBUPYIONINE THEBMOTOPAKCHI
*  PEUUIUBUPYIOUIUE XUIOTOPAKCHI
* IIOBTOPHBIE PECIUPATOPHBIC HHPEKITUN

dusukajabHoe 00c/Ie10BaHNE:
* ocia0JeHue ApIXaHUs TIPU PA3BUTUU THEBMOTOPAKCA, XUIOTOPAKCa

® HeCHeL[I/I(I)I/ILIeCKI/Ie CHUMIITOMBI:

v HaJM4Yue MajJbIUPyEMBIX 00pa30BaHU B OPIOIIHOM IIOJIOCTH M MAJIOM Ta3y
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v’ mapecre3uu
v/ CHHIpPOMEI CIaBJIMBaHNs BHYTPEHHHUX OPraHOB

¢ IIPHU3HAKHU HLIX&TGHBHOﬁ HCOOCTAaTOYHOCTH
¢ IIPHU3HAKHU JIETOYHOM TUIICPTCH3UU IIPU ITPOTrPCCCUPOBAHUU 3a00JICBaHMA:

mudy3HbINA cepo-TenenbHbIi [HaHo3
ycuienue Il ToHa Hax 1eroyHou aprepueu
TaxyuKapaus

nepudeprUIecKue OTEKU

AN

JlabopaTtopHble HCCIeI0BAHNS:
OcHoBHBIE:
* 00w aHaTU3 KPOBH;
* OMOXMMHYECKHE aHAJIM3bl — OUTUPYOUH OOIIMii, OMIIHUPYOUH IPSIMOiA, 00U
oenok, AJIT, ACT, xpeaTHHUH, MOYEBHHA
» koarynorpamma — ¢pubpunoren, AUTB, [ITU, pomOrHOBOE Bpemsi

e JI-numep
e OOIIMI aHATIN3 MOYH
JlonosiHUTEIBLHBIE:

* CosiBopotounslii VEGF-D >800nr/mi

TectupoBanre HeoOXOAMMO JUIsl yCTaHOBJIEHHs nuarHo3a JIAM  go

PacCMOTPEHHs BOIPOCA O JUArHOCTUYECKOW OMOTICHH JIETKUX

* HccnenoBanue ra3oB apTepuaibHON KPOBH

* [uronoruss Ouosornueckux cpea (mIeBpajgbHas KUAKOCTh, DBAJL,

aCIUTUYECKas KUIKOCTh, TUM(paTHuecKuil y3ei, TuMpaHruoieioMuoma)

HNHcTpyMeHTaIbHBbIE HCCJICIOBAHUSA:
OcHoBHBbIE:
O030pHass penTreHorpadgusi rpyaHoil KJIeTKHU - ¢ nojo3peHueM Ha JIAM mis
Bepu(dUKaAIMU  JMarHo3a HE PEKOMEHAYeTcs B CBS3M C €€  HU3KOH
nHpopMaTUBHOCTHIO. B 50% MoryT OBITH 1MOJI€3HOM TIPH BHISBICHUU CIIOHTAHHOTO
ITHEBMOTOPAKCA.

Komnbrorepanas tomorpagusi Bbicokoro paspeumenusi (KTBP) sasnsercs

O6H33T€J'IBHBIM METOAOM O6CJ'ICI[OBaHI/IH AJI1 BCCX IMAMECHTOB C IPCAIIoJIaracMbIM
JIAM [20].

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

1. KucThl ABISIIOTCSA OTAMYMUTENbHBIM NpU3HaKoM JIAM U IpUCYTCTBYIOT y BCEX
nanumeHToB (puc. 2). Wx BHEWHUNA BHUA, pa3sMep M KOHTYpP 3HAUYUTEIHHO
pa3InyarTCs, 0OBIYHO OT 2—5 MM B JAMamMeTpe, HO MHOTAa U A0 25-30 mm [13],
OOBIYHO OKpYIJIbIe, Yallle C BEPXHMM U IEHTPAIbHBIM mnpeobnamanuem [11].
TonmuHa CTEHKU KUCTHI KOJEOJIEeTCsl OT €/1Ba 3aMETHOM 10 2 MM B OOJIBIIMHCTBE
cepuid, ecTh HaOMmomaeHus — 10 4mm [13], [16].



A

Pucynoxk 2. MuoxectBeHHbIe KucThl ipu JIAM. A - kopoHapHast pEeKOHCTPYKITHS,
B - carurranbHas pekoncTpykmms [11].

XapakrepHoe kommdectBo kuct 10 m Oosee [11], Ho KTBP coBmectuma c
aerounsiM JIAM, Korga umeercs gaxe HeOoubiioe kKommuectBo (>2 u <10) [13].
Oxpyskaromias KUCThI JIETOYHAsI MApEHXUMa COJICPKUT MEJKHE dM(HU3EMaTO3HBIC
W3MCHECHUS, HE CBS3aHHBIC C KYPCHHUEM.

* Enphysema like changes

Pucynok 3. [IlpuOnvbkeHHas K KHCTaM TapeHXMMa HMMEET MEJIKHE
sM(HU3eMaTo3HbIC N3MEHECHHUS, OTMEUCHHBIE 3Be3104ukamu [11], [12].



Pucynok 4. OObIuHBIC KHCTO3HBIC MTPOSABICHUS B OTACILHOCTH HJIH C
COCYIIECTBOBAHUEM KPYIHBIX KUCT [15]:

* MHOTOYMCJICHHbIE JIETOYHbIE KUCTHI (A)
6



* KHCTBI OT YMEPEHHOM 10 TsbKenoi creneuu (B)

* He BbIpaxkeHHbIe KUcTHI (C, D)

* HEMHOTOYHUCJICHHBIC KUCTHI (E)

* OOJIBIIIME KUCTHI C TUITUYHBIMU XapakTepuctukamu (F)
* HECKOJIBKO KPYIHBIX KUCT(G)

* boJbmue KUCTHI IpeobiiaaaroT mpaBoMm Jierkom (H)

Pucynox 5. KUCTBI ¢ TOJICTBIMU CTEHKAMU.

HekoTopble W3 KHCT C HEPaBHOMEPHO YTOJIICHHBIMH CTEHKAMH, HMMEIOIIHE
«roueuHslid BuI» (A,B).

[110THOCTh TMAPEHXMMBI JICTKUX BOKPYT KHUCT C HEPABHOMEPHO YTOJIICHHBIMH
CTEHKaMH B JICBOM JIETKOM YBEJIMYMIIACH [0 CPABHEHHUIO C MPABBIM JIETKHM, YTO
yKa3bIBaeT Ha 3acToi UMbl B JieBoM Jierkom(C).



Pucynok 6. CuMnToM MaTOBOTO CTEKJIA.

» MaToBOCTh B TIpaBOi BepxHEH g0e (HapymeHne TuMdooTToKa) (A)

* YMeHblIeHuEe MaTOBOCTH B TMHaMHuKe (B).

* MaToBOCTh C YTOJNIIEHHEM MEXI0IBKOBOIO HWHTEPCTULUSA (HapyILIEHHUE
mumpooTtToka) (C).

Hapacranue matoBoctu B tuHamuke (D).

2. [lapeHXMMAaTO3HBIE Y3EIKH.

Yame nabmonaroTes y nauueHToB ¢ JIAM, acouunpoBaHHBIM C TyO€pO3HBIM
CKJIEpO30M, pexe MpH cropaguueckoit popme. Pasmep yzenkos Bapbupyet ot 1 10
10 MM, 00BIYHO TIpe0OIaAaeT B BEPXHUX JOJIAX U TI0 iepudepun.

3. [IneBpanbHBIC N3MEHEHUS.

[TaeBMoTOpakc BcTpeuaeTcs mpuMmepHo B 40—70% ciaydaes. Y TpeTH MarueHTOB
MOYKET BOBHUKHYTh OJHOCTOPOHHUN WJIU IBYCTOPOHHUN XUIIOTOPAKC.

4. I'pynnas numdaeHonaTus.

Pacmimpenue rpyJHOro NpoToka M yBEIUYEHHE Pa3MEPOB MEIUACTUHAIBHBIX
auMdoy3ioB (1 cMm u GoJtee 0 KOPOTKOH ocH U 1,5¢M u OoJiee 1o IJIMHHOMN OCH)
ABJISIFOTCA TUIUYHBIMA MPOSIBJICHUSIMU JTAM. PerpoxpypanbHas
mumaneHonaTs Becrpedaercs y 26% O0NbHBIX.

5. Xwuse3Hbld BHITIOT, THEBMOTOPAKC.
6. YmioTHeHWe MO TUIy MaTOBOTO CTEKJa HE YacTo, YKa3bIBaeT Ha 3aCTON
aumsr [15].
7. Iuddy3Hsie ouarn He yacto [15].
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Pucynok 7. Tuddy3Hbie y3eqkun OTMEUEHBI YEPHBIMU CTpEIKaMu. EnMHUYHBIC

KHCTBI OCIIBLIMHU CTpCJIKaMHU.

KT-ougpgepenyuanvnas ouacnocmuxa [14]

1.

2.

3.

OmMmbuzema

sM(puzeMa Ha TO3IHUX CTAIUAX MOXET BBITTSAJAETh AHAIOTHYHO
3aMmyeHHON KUCTO3HOM 601e3Hu jerkux npu JIAM

(bubdpo3 MOKET UMUTHPOBATH CTEHKH KUCTHI

pacnpocTpaHeHue 3M(PU3EMbl 3aBUCUT OT ITHOJIOTHH

npu JIAM TUnW4YHBIE KUCTBI, pA3JeiIEHHbIE HOPMAJIbHOM NApEHXUMOHN B
HanMEHee MMOPAXKEHHBIX YYacTKax.

JInmdpounanas naTepcrunnanbias nuesmonus (JINII) u amunonnos:

y oxeHUMH (¢eptunbHoro Bo3pacta JIMIT o00blyHO coueTaeTcs ¢
3a00JIeBaHUSAMHU COEIMHUTEIBHON TKaHU, 0COOEHHO ¢ cuHapomMoM Illerpena.
MEHbIIIee KOJIMUECTBO NMEPUBACKYIIIPHBIX KUCT € IPe00IaaHueM B HUKHEN
30H€, HEKOTOpblE C BHYTPEHHHMMM MSITKUMU  TKAaHSIMH  MOTYT
COCYLIECTBOBATh C Y3€JIKAMHU, IOMYTHEHHEM IO THUITY «MAaTOBOI'O CTEKJIay,
MOMYTHEHHUEM 10 TUIY «JEpeBa B MOYKaX», TUMGPOMOMN WM aMUIIOUTHBIMU
OTJIOXKCHUSIMU

WU3MEHEHUS B JIETKHUX MOTYT MPEAIIECTBOBATh TUIIMYHBIM ayTOMMMYHHBIM
MapkepaM 3a00JIeBaHUSl COCAUHUTENBHOW TKAaHM, YTO 3aJEPKUBACT
JTUArHOCTUKY

Jlero4yHsbIil JaHrepraHCAKICTOYHbIA THCTUOIUTO3 X:

npeo0alaHre B BEPXHUX 30HAX M OPOHXOIICHTPUUCCKUE KaBUTHPYIOITUE
y3€JIKH, BETBSIINECS WIIH HEPETYIISPHBIC KHCTHI

coXpaHHbIe pedepHO-anadparMalibHbIN U peOepHO-CPEIOCTCHHBIN YTIIbI
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- Yarie y MOJIOJBIX KypPHIbITUKOB, OCOOCHHO MYKYUH

4. Cunapom bupta-Xorra-/{o0e:

- MEHBIIIE KHUCT C XapaKTepHbIM CYyOIJIEeBpalIbHBIM PACIOJIOKEHUEM U
XapakTepHoH (HOPMOI KUCT

- ayTOCOMHO-IOMHHAHTHOE HACJIEIOBAHHUE:

- CEMEHHBIN aHaMHE3 MTHEBMOTOPAKCA UIT OIyXOJIEN MOYEK

- XapaKTEepHbIC MOPAKEHUS KOKHU

5. HHCI)CKHI/II/I C aCcCouMpOBaHHBIMU C HHMMH KHUCTO3HBIMH W OYaroBbIMH
HU3MCHCHUSIMU.

6. Metacratndeckue 3a00JIeBaHUSA M TPAXCOOPOHXHAIBHBIM MANMIIIOMaTO3
(conuaHbIe U KUCTO3HBIE Y3€IKHA Xa0TUYHOTO PACTIPECIICHHUS).

Cnupomerpust

(DYHKIMOHAIBHBIEC TECTHI JIETKUX CIEAYET MOBTOPATHh KaXble 3—6 MECSLEB Y
NAlMEHTOB C MPOTPECCUPYIOIMM 3a00J€BaHUEM M Kaxable 6—12 MecsleB y
NAlMEHTOB CO CTA0OUIILHBIM TE€YEHUEM OOJIE3HH.
OOCTpYKTUBHBIE BEHTWISILIUOHHBIE HAPYIICHUS:

e ODBI/DXKEJ <70%

e O®BI <80%

Hyabcokcumerpus:
* IIporpeccupyromas aecatypaunus Kposu < 95%.

Tect ¢ 6-muHyTHOI X0aL00# (6MWT) 17151 O1LIEHKU:
* CTENEHU yTpaThl PU3NUECKON aKTUBHOCTH U TPYJIOCIIOCOOHOCTH
* TPOrpeccCUpOBaAHUS 3a00JIEBaHUS
* OTBETa Ha JICUCHUE

Y3MU GprouniHoii moJI0CTH ¥ OPraHOB MAJIOTO Ta3a:
* BBISBJICHUE aHTHOMHUOIUIIOM/TUM(AHTHOICHOMUOM WA JTUM(aaecHOTIaTHN

JlomoJiHUTEILHbIE:
UccaenoBanne aud@Py3uoHHON CIMOCOOHOCTH JIETKHUX 10 MOHOOOKCHIY
yraepoaa (Dlco):
* DLco <60% ot a.B - 60Jiee 4YyBCTBUTENbHBIN, YEM CIUPOMETPHS], HHAUKATOP
paHHeM cTaauu 3a001eBaHUs

boauniernsmorpagus
o cHmwkenne OEJI<81-85%, XKEJI<81-85% u /mim OEJI<81-85%
» camwxkenne OOJI <85%
e cuwkenune PO Brinoxa <80% I0KHON BETUYUHEI
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Ix0KT ¢ onmpenenennem PepJIA

ITokazaHnwus:
* TSDKEJI0€ TCUCHUE 3a00JICBaHUS
* Ha (pOHE IITUTETLHON KUCIOPOAHOU Teparuu
* TIpH IJIAHUPOBAHUM TPAHCIUIAHTAIIMN JIETKUX

KT OpromHoii mojgocTy ¥ MaJjioro rasa
[lokazanus:
* BBISBJICHHUE aHTHOMHUOJIUTIOM/TMM(AHTHOICHOMUOM WK TUM(aIeHOaTUH
* YTOYHEHUE JIOKAJIU3AlU aHTUOJIUIIOM
* OLICHKA JJUHAMHUKH Pa3MEPOB aHTHMOJIUIIOM
bonee 4yBCTBUTENBHBII M CHEUU(PHUUHBIA METOJ, YEM YJIbTPa3ByKOBOE
UCCJIEI0BAHNE, U MOXKET OOHApy ) UBaTh onyxosn <1 cM B 1uamerpe.

MarnuTHO-pe3oHancHass Tomorpapusi (MPT) OpromHoO# MOJIOCTH U MAaJIOTO
Tas3a:
* IMarHOCTUKA >KUPOCOAEPKAIINX OIMYyXO0JIe, Mpu MNPOTUBOINOKA3AHUU
MIPUMEHEHUS HOCOIEPIKAILETO KOHTpAcTa

MPT rojioBHOro Mo3ra:
* BBIIBJICHWE MEHUHTHOM IIPU HAIMYUU CUMIITOMOB
* B CIy4asix T€paruu MPOreCTEPOHOM.

buoncum:
Ilokasanus:

Ha BPKT - kucro3nesle aHOManmuy B JIETKUX, XapakTepHble 1 JIAM npu
OTCYTCTBUU IIOATBEPKAAIOIINX KJIIMHUYECKUX WU BHEJIETOYHBIX

PEHTICHOJIOTUYECKUX  TMPU3HAKOB  (KOMIUIEKC  TYOEpO3HOTO  CKIJIEpOo3a,
AHTMOMUOJIMIIOMBI, XWJIE3HBIA TUUICBPAJIbHBIA BBIIOT WM aCIUT, KHUCTO3HbBIE
UM (D aHTHOJICHOMUOMBI ) H/WJIA HETOCTYITHOCTHU NpoBeaeHus nccneaopanus VEGF-

D.

TpancOponxnaabHas OMONCHS JIETKHUX
ManouHBa3uBHbIA, Oe30macHbli M 3(P(EKTUBHBIA METOJl YCTaHOBJICHHS
nuartosa JIAM, uckinouarommii He0OX0AUMOCTh XUPYPrUUECKOM OMOTICUU JIETKUX
oosiee yeM y 50% marueHToB.
Ocnoxxuenus (puck 2 - 14%):
® KPOBOTEUEHHUS
® [THEBMOTOPAKC

Buaeoropakockonnueckas OMoOncus Jerkux
Ocnoxxuenust ( puck 10-19%):

* KPOBOTCUCHHUS

* ITHEBMOTOPAKC

11



CmepTtHOCTH OT ocioxHeHu# 1,5-4,5%.

Mopdgoiioruueckoe uccjieq0BaHe TKAHU JETKOro:

* MakpOoCKONUYECKHU: JIETOYHAsg TKaHb IUJIOTHAsi, MHOKECTBEHHbBIE
MEJIKHE KUCTHI C CyOIuIeBpalibHBIM pacrnonoxenuem ot 0,5-1,5 cMm B auamertpe,
OenecoBaThle, 3aNI0JIHEHHBIE )KUJIKOCTHIO.

* Mukpockonuyeckass  KapTHHA:  OJHOBPEMEHHOE  IPUCYTCTBHE
MHO>KECTBEHHBIX MEJIKHUX BO3AYIIHBIX KACT W HaIWYWE MYyJIbTU()OKATHHOU
y370Boi mposmdepanur 2 OCHOBHBIX BHAOB JIAM-KIETOK - HE3PEIbIX
[JIaJIKOMBIIIEYHBIX U IEPUBACKYIISIPHBIX SMUTEITUOUTHBIX KIIETOK.

[Ipu Hecnenuduyeckoit MopdorIornueckoil kKapTuHe, 0COOEHHO Ha PaHHUX
cTaausx 3a0o0JieBaHUS, IEIECOO00pPa3HO MPOBEACHHUE HMMYHOTHCTOXUMUYECKOTO
WCCIICIOBAHUS [T BBIABJICHHS SKCIPECCUU O-TJIAAKOMBIIIEYHOrO akTnHa 1 HMB-

45.(puc.8)

Pucynok 8 Mopdomnorndeckas kaptuaa JIAM - xaoTHaeckoe pacroioKeHne
MyYKOB TJIAJIKOMBIIIEUYHBIX KJIETOK B CTEHKE aJbBEOJ M CTPOME.

OcTeoneHcuromMeTpus
Iloxa3anusn:
e Bcem narmmenTkam ¢ JIAM, 0cOOEHHO B TOCTMEHOTIAY3E.
BrisiBisieTcst CHU)KEHME MUHEPAJIbHOW TJIOTHOCTH KOCTHOM TKaHU

IMoka3zaHus 1Jisl KOHCYJIbTAIIMU CHENUAJTINCTOB:
* BHJIOCKOIIUCT - JIJI pelIeHus Bompoca o nmpoBeaeHuu ThbJI
* TOpaKaJbHBIA XUPYPT — JJISI PEIICHUS] BOIIPOCAa O BO3MOXKHOCTH MPOBEACHUS
XUPYPruyecKo OUOTICUM JIETKUX
* MyJbTUAMCHUIUIMHApHOE o0cyxiaenue (MJIO) - Bpau-mynbMOHOJIOT, Bpay-
PEHTTEHOJIOT, SHJIOCKOIUCT U Bpady-maToMop(osior ¢ ONbITOM AUATHOCTHUKU
JIAM c uenbto onpeaesieHus 1e4eOHO-TMarHOCTUYECKON TaKTHUKH.
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Kpurtepuu ycranoBjienusi Juario3a/cocrosinusi: (tadmuna 1)

1. 7KanoObl Ha ONBIIIKY U PEIKUE IMU30bI KPOBOXAPKAHbS.
2. TloBTOpHBIE THEBMOTOPAKCHI/XUITOTOPAKCHI.

Ta6muna 1 Kpurepun nuarnosa JIAM [1-4]

HocToBepHblil AuarHo3

BepositHbiit quarsos

COMHUTENBHBIN IHArHO3

Xapaktepnas kaptuHa KTBP

OI'K +  wMopdomorndeckoe
MOJITBEPIK/ICHHE
nimn

Xapaxkrepnsie g JIAM KTBP
HATTEPH B COYCTAHUH C JIFOOBIM
U3 CIIEAYIOMINX MPU3HAKOB
- AHTHUOJIMIIOMA MOYKH
- XWIE3HbII  BBINOT B
TPYAHON WK OpIOITHON
MOJIOCTH
nuMbaHTHOIeHOMHIOMA
170071 Mopa’keHHne
muMdoy3noB
xapaktepHoe aisa JIAM
BEpU(DUIIMPOBAHHBIA HIIH
M0JI03PEBAEMBII
TyOEpO3HBIH CKIIEPO3

Xapaxtepusle a1 JIAM KTBP-

maTTepH Hu KJIIMHAYECKast
KapTHHA

NnJIn

Bo3moxHbIe pu JIAM
mmeHennss 1o KTBP B
COYETAaHMH C  JIOOBIM W3

CIEYIOLINUX TPU3HAKOB
- aHTUOJINIIOMA ITOYKH
- XWJIOTOPAKC
XHMJIE3HBIM aCIUT

nin

XapakTepHble WM BO3MOXHBIC
PaIUOJIOTUYECKUI TPU3HAK

2.2. JImarHocTuyeckuii aaropurm: (cxema) (puc.9)

Knununueckas BepositHocTh JIAM

BPKT c xapakrepuctukamu JIAM

HET

“ ]

> ATnbTEepHAaTUBHBIN TUArHo3

I[eTaanaﬂ KIIMHUYCCKasda OIICHKAa

noaTBepxkaaet Haauune TC

Ja

»| Tonreepxnennsiii quarnos JJAM/TC

HET

O0cienoBarh:
1. VEGF-D

2.
3.
4.

KT nnu MPT 6proiHoii mosiocTH/opranoB Majioro Tasa
UccnenoBanmne XMJIE3HOM KUIKOCTH
buoncus numpoy3noB wim muMpaHTHOIeHOMUOMBI

Briasnsercs:

1
2

VEGF-D >800 rr/mn
AHrnonumnoma HOT-IKI/I/ XHUJIE3HBINA
BBITIOT B TPYHOM WITH OPIOIITHOM
nojocTi/IuMdanruoneioMmuoma
WM TTOpakeHne TMM(GOoy3I0B

na
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HeTi

MJ1O c pemennem Bonpoca OUOTICUH HET

JICTKUX

Hai

TBBJI ¢ rHCTOIOrHYeCKO Ad

mouuTopuHr ®BJ] kaxapie 3—4 Mecsna

[Iponomkars THIATENBHBIN

kaptunot JIAM

HET
v

MJIO c pemuienunem Borpoca o
nenecoobpasznoctu BATC

Ja

BATC Ouorcust ¢ TUCTOJIOTHYECKOMN Aa

\ 4

[ToarBepxxnennsit Auarno3 JIAM

KapTuHoil JIAM

\ 4

[TonTBepxnennsiii quarnos JIAM

Pucynok 9. lnarnoctuueckuii anroput™ npu JIAM

2.3 InddepeHunajbHblii IUATHO3 K 000CHOBaHME JTOMOJTHUTEIbHBIX HCCIe10BAHUI

(Tabauuna 2):

Tabmuua 2. JuddepeHunanbHblii  1uarHos
uccinenosanwmii [2,4,17-18,19,21]:

U O00OCHOBAaHHME JOINOJHUTEILHBIX

TKaHEeH, KO)KHas ChIIlb,
MIOJIUUTICHSL, TTOJINYPUSL.
@DaxkTOpBl PUCKA - KypEHHE

Jwnarnos O6ocHoBaHue 15 Ob6cnenoBanus Kpurepun
g depeHIaTbHON VCKIIFOYECHHUS
JUarHOCTHKHU JIMarHosa
I'nctnonmros X HenponyktuBHbII BPKT OI'K Menkue TOHKO- 1
Kallelnb, O/bIIlKa, 60k U | buoncus TOJICTOCTEHHBIE
MPUITYXJIOCTh MSITKHX Pannonoruueckoe ne(opMUPOBAHHbIE

HCCIJIEJOBaHME cKeyeTa | KACTh 10 10 MM.,
(ueper, nuIIEBast KOCTh, | MPEUMYILIECTBEHHO
MIO3BOHOYHHK) B BEPXHHUX JI0JIAIX,
MPT rosoBHOrO Mo3ra | HHTEPCTULMAIbHBIE
V31 OBII OYaXXKu 1-5 MM,

HEMOpaXCHHBIE
pebepHo-
nuadparMaibHbIe
YTJIBL

Pentren kocreit
(depem, nuIeBas
KOCTb,
MO3BOHOYHHK)
BBISIBJISICT OYaru
JECTPYKITUH, B
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YeIN0CTU PU
BBIPAKECHHOU
aJIbBEOJIIPHOM
pe3opOiuu 3P dext
«Tapsmx 3y00By.
MPT rosnosHoro
MO3ra B
TUIOTaIaMo-
runopu3aHou
o0macTu
BU3YaIU3UPYETCS
HOBOOOpa3oBaHUe
KaK eJlBa 3aMETHOe
YTOJILEHUE HOXKKU
U B BUJIE KPYTHOU
OITYXOJIH.

Y31 OBII -
renaToMeranusi,
XOJIAaHTHUT U
CIUICHOMETaJIHsl.
I'ucronornuecku —
JECTPYKTUBHBIH
OpOHXHMOJIUT C
dbopMHpOBaHUEM
OpOHXOIIEHTpUYEC-
KHUX U
nepuOpOHXHOISP-
HBIX Makpo(daros,
KIICTKH
Jlanrepranca
(neHapuUTHBIE
KJIETKU —OJMH U3
BapUAHTOB KJIETOK

MOHOHYKJIEAPHOTO
pana)
JInmonurapuas Opplmika, ¢ pa3BUTHEM BPKT OI'K Kpymnnzsie
WHTEpPCTUIMaIbHAs | 3a00JIeBaHUsA TBBJI CIUHUYHBIC KUCTHI,
ITHEBMOHMS IIPOrPECCUPYET, DLco IIPEUMYILIECTBEHHO
MaJIoNpPOTyKTUBHBIN B 0a3abHbBIX
Kallenb. OTJIeNax, «MaTOBOE

CTEKJIO»,
YTOJILEHUE
MEXIOITBKOBBIX
NEPETOPOJIOK, 30HBI
KOHCOJIUJAINH.
I'ucronorus:
muMdoruTapHas
UHTEPCTULIMAIIbHAS
nHUIBTpaLs,
nepuOpOHXHATIbHAS
aumbouiHas
nposinpepanus
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Camxenne DLcoO

bynnesnas
aMpu3eMa JerKux

OfplIlKa, Kaleab He
MPOAYKTHUBHBIM.

BPKT OI'K
bomunnernsmorpadust
Anbda-l-aHTHTpHUIICHH

Kpynusie pasmepst
KHCT,
cyOruieBpaibHOe
pacrosoxeHue,
YTOJILICHUE CTEHOK
OpOHXOB,
napacenTaibHasi,
HEHTpUalMHAPHAS
U TTaHAI[MHAPHAS
sMmpuzema.
CHuKeHue ypoBHS
anbda-1-
AHTUTPUIICUHA B
CBIBOPOTKE KPOBH.
bomunnernsmorpa
bus: CHIKCHHE
OEJI

Kucro3usie
MeETacTa3bl B
JIETKHE

O,Z[bIH.IKa, Kanicjib C
IIPOKHUIIKaMH KPOBH,
noxyaaHue

BPKT OI'K
buornicus
OHkoMapkepsbl
V3U 6promiHoii
MOJIOCTH, TTOYEK,
MOJIOYHOM >KeJIC3HI,
MAaTKH.

Enuanunbie
TOHKOCTCHHBIC
KHUCTBI pa3HbIX
pa3MepoB B CpeJiHE-
0a3ajabHBIX OTHENax
JICTKHX.

Ha Y3MU 6promnoit
IIOJIOCTH, TIOYEK,
MOJIOYHOM KeJIe3bI
1 MaTKH
BU3YAIIU3UPYIOTCS
o0OpazoBaHus
pa3IUYHBIX
pa3MepoB.
I'mcronorus:
aJICHOKapIIMHOMA,
XOPUOKAPLIUHOMA,
IIOCKOKJICTOYHBIM.
IToBeImIEHUE
ypoBHs CA 125,
CA 15-3, PDOA,
ADII

Cungpom bepra-
Xorra-/[ro0e

Opplika, mamyne3Hast
CBIIIb HA JINIE

BPKT
boaunneruzmorpadus
V31 nouek
OHnkoOMapkepbl

OrpanuueHHOE
YHUCIIO
TOHKOCTEHHBIX
KHCT B
cpenHeba3aIbHbBIX
oTjaeax, oe3
MPU3HAKOB
MIPOTPECCUPOBAHUS.
OtsromenHas
HACJICJICTBEHHOCTb,
HAJIMYHUE paKa
TTOYCK.
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MyTtanus B reue
FLCN.

CHamxenue OFEJI na
0oauruieTusmorpad
HH.

V3U nouek
BU3YAITH3UPYET
o0Opa3oBaHUs B
ITOYKaXx,
TUCTOJOTHYECKUX
Pa3IUYHBIX THUIIOB.

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE [1,28]:
3.1 HemeaukaMeHTO3HOE JIeYeHHE:

e JlnmurenvHas kucnopoaorepanus ([AKT) nauuentam ¢ JIAM ¢ kIuHUYECKU
3HAUMMOM runokcemueil B mnokoe (SpO2 wmenee 88% mnpu IpIXaHUU
KOMHATHBIM BO3IyXOM).

o Jlerounas peaOunuTarus (BKIIOYAIONIHE a3POOHBIC U CUIIOBBIE TPEHUPOBKH ).

e BaknuHanus npoTHB Tpuria 1 mHeBMOKOKKoBo# nHdekunu, COVID-19.

3.2. MequkameHnTo3Hoe Jedyenne [1,2,17-18,29,30]:
Cupoaumyc, panaMulliH — UMMYHoenpeccant, uuruourop MTOR u kuHa3.
Jlo HayasIo Tepanuy CUPOIMMYCOM OTIPEICTUTh:

e OAK

® IUNUAHBIA NpodUiIb (XOJIECTEPUH, TpUrauuepuasl, xosectepuH-JIIIBII,
xonectepun-JITTHIT)

e OAM

IMoka3aHusi K HA3HAYEHUIO CHPOJIMMYCA:

e ODPB1<70% OT MOHKHOTO 3HAYCHUS;

e [Ipu OD®B1>70% OT AOKHOTO 3HAYEHUS:
v/ NOBBIIIEHHBIH 0CTaTOYHBINH 00BeM (>120% OT JOIKHOTO);
v’ ymensblienue quddysunonnoit cnocoonoctr (DLC0<80% 0T 10/KHOIO);
v’ Jecarypanusi, MHAyIHpOBaHHas Gpu3ndeckon Harpyskoi (Sa02<90% ot

noikHOro mpu 6MWT);

v’ runokcemus nokos (Pa02 < 70 MM pr. cT.);
v’ mporpeccupoBanue 3a6oseBanus (rogosas nmoreps ODB1>90mi/rox).

e pepaKkTEPHBIC XMIE3HBIC BHIITOTHI, aHTHOMHOJIUTIOMBI >4 CM

Tabmuna 3. [lepedeHb OCHOBHBIX JieKapcTBeHHBIX cpeacts [1,17,18,29,30].

®apmakoTepaneBTuyecka | MexayHapoaHoe Cnoco0 YpoBenn
s rpynmna HeNaTeHTOBaHHOE NpUMEHEHHs, 1032, KPAaTHOCTh, | 0KA3aTeJbLHOCTH
HauMEHOBaHUueE .HC JJIUTEJIBHOCTD

HNMMyHOEnpECCaHT, Cuponumyec, 1-2 Mr/cyTku BHYTpPb, IPUHUMATD B
unruburop MTOR u kuHa3 pamaMuruH 1 Mr B OJTHO | TO k€ Bpems. TabneTkn
CJIeayeT IpoTJIaTbIBaTh OCIINKOM,
3amnrBas BOIOH, HE PAa3’KEBbIBAsA U HE
pasiambIBasi. H36erathb
BO3JICHCTBUS MPSIMBIX COTHEYHBIX
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Jayded  BO  BpeMs  ImpHeMa
cuponumyca. Yepez 14 ngxei
JIedeHUS N3MEPUTh MUHUMATbHBIH
YpOBEHB CHpOIIUMyca B
CBIBOPOTKE. Y POBEHB CHPOIIMYCa
B KPOBH JTOJDKEH OBITH 5-15 Hr/miL.
[ompocuTs manuenTa moI0XIaTh
24 4aca (20-28 wyacoB) mocrue
npuemMa JICKapCTBa
(HemocpeaCTBEHHO nepe
CIEeyIONIeH 10301), Mpexae 4eM
U3MEPSITh MUHUMAJBHBIA YPOBCHb
cupomuMmyca B cbiBopoTke. Ecnu
3a0o0JieBaHAE HE IPOTPECCHpPYyeT

OrICTpO, HayaJgbHas o3a
cupomumyca 1 wmr/cyrku. s
OBICTPO TIPOTPECCUPYIOIHNX

NamMCHTOB HAYUHATH C 2 MF/CyTKI/I
1 MOCTCICHHO CHUXKATbh 03y, KaK

TOJIBKO Oy/eT JOCTUTHYT OTBET. B

CITyqasx KPYIHBIX
AHTHOMMOJIMIIOM II04eK J0 6
MTI/CYTKH.

Tabmuna 4. IlepedeHb JOMOIHUTEILHBIX JIEKAPCTBEHHBIX cpeAcTB (Menee 100%
BEPOSTHOCTh Ha3HaueHus) [17,18,22,24,25,26].

dapmakoTepaneBTHYECKasI Me:xayHapoaHnoe Cnocod npuMeHeHUs! U 103MPOBKa YpoBennb
rpynmna HEMaTeHTOBAHHOE JI0KA3aTeJIbHOCTH
HanMenoBanue JIC
CraTuHsl CuMBacTaTUH B | 10 mwim 20 Mr 1 pa3 B CyTKH Be4epoM,
(TIp¥t TUTIEpIHITHACMHIIT) mo3ax 10, 20 wr. BHYTpPb, HE pa3KeBblBasi M  HE A

nu3Meiip4das Ta6J'I€TKy, MpoTrJIaThlBaTh
ICIINKOM, 3alBas J0CTaTOYHBIM
KOJIMYCCTBOM BOJIEI.

M-XOJIMHONMNTHK/ B2 —arOHUCT ®denoreposia Wuranauuonno no 10-20 kxanens + 0,9%

ruapoopomua SOOMKT | pacTBop HaTpus Xjaopuaa 4-5 mia uepes A

/ umpatponus HeOynaiizep 2-3 pa3a B CyTKH.

OpoMuIa MOHOTHIpAT
261 Mkr

[Ipu pazButuu ocioxuenud JIAM TpeOyeTcss nOTOTHUTENbHAS TEpamnus, B
coorBercTBUM ¢ KII pa3BUBIIMXCA NATOJOTMYECKUX COCTOAHMM — Tspkenas JIH,
ITHEBMOTOPAKC, MPUCOEIUHEHHE BTOPUYHBIX HH(EKUUH, OPOHXOO0OCTPYKTUBHBIN
curapowm [20,21,23].

CratuHbl  (cumsacmamun) Ha3Havyaercs npu JIAM  manmeHtam ¢
xunoropakcom (C), runepaunuaeMueit (A).

bpouxomutuueckass  Tepanus ~ HEOYJIU3UpPOBaHHOW  xombunayueu M-
XOMUHOIUMUKA C [f2 —aconucmom -  ¢penomepona  eudpoopomud 500mxe /
unpamponust opomuoa mornoeuopam 261 mxe - ToOKazaHa marueHTtam ¢ JIAM B
cilydae pa3BuTUsl OpOHXHATLHOM 0OCTpyKIMKM Ha (poHe mporpeccupoBanus JIAM B
cootBercTBHUM ¢ KIT M3 PK «XpoHnuueckast 06cTpykTuBHAsI 00J1€3Hb JTeTKIX» Ne169
ot 16.09.2022 1.

AHTuOakTepuanbHas Tepanus Toka3zaHa mnarueHtam ¢ JIAM B ciydasx
MIPUCOCIMHEHNS BTOPUYHON OakTepuaabHOW MHEeBMOHMHU B cooTBeTrcTBHH ¢ KII
«BuebonpunyHas nHeBMoHUs» M3 PK Nel69 ot 16.09.22 rona. Ilpu pazsutun
rocnuTaabHOM MHGpEKIU y nanueHToB ¢ JIAM anTubakTepuanbHas MTHEBMOHUS
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MPOBOAUTCS B COOTBETCTBUU c MEXKIyHApPOJHBIMH  KIMHUYECKUMU
pexomenaanusamu [23].

3.3 JlaabHeiimee Begenne [1]:
1. 1 pa3 B Mecs1l B TeUEHHUE NEPBBIX 3 MECALIEB, 3aTEM Uepe3 Kaxple 3 MecAla
KOHTPOJIb:

® YPOBHSI CUPOJIUMYCA B KPOBU

e O0IIMii aHATU3 KPOBU

o MIUAHBI Tnpodmib (XonecTepuH, TpurMUepuasl, XxonectepuH-JIIIBII,

xosectepu-JIITHIT)

e O0IIMIA aHAIU3 MOYH

2. CiupoMeTpHsl KaKIble TPU Mecsla JUisl TAlMeHTOB C MPOrPecCUPOBaHUEM
3a0oneBanus, 1 pa3 B rox 1uisi CTAOUIIBHBIX NALIMEHTOB

3. KonTposns Beca, 0TKa3 OT KypeHus

4. Jlerounasi peabunuTanus,

5. Bakiuuanust OT Tpulla W ITHEBMOKOKKOBOM WH(pEKIMU, H30erarh
NPUMEHEHUS KUBBIX BAKIIMH BO BpEMs IpHUEMa CUPOJIMMYCA.

6. OTka3 oT npuemMa KOMOMHHPOBAHHBIX NEPOPATIBHBIX KOHTPALENTHBOB
(comepalux 3CTPOreH, MPOrecTEPOH), INIAHUPOBAHNE OEPEMEHHOCTH OCIIE
KOHCYJIBTAllUM CO CHELUAJIMCTOM, 3allpEIICHUE IpUEMa 3aMECTUTEIIbHON
TOPMOHAJIBHOM TEPANMU B IIEPUO IOCTMEHONIAY3bI.

4 HHOKA3AHUA JISA TOCIINTAJIM3ALINA C YKABAHUEM THIIA
TF'OCIIUTAJIN3AIINNA:
4.1 TMoka3zaHusl AJsl TOCNUTAJIU3AUMU € YKA3aHWEM THIA TOCHHUTAJU3AIUN:
IMoka3aHus 1Jisl IJIAHOBOM TOCIUTAIN3ALMH
* TpOBEACHHE OMOTICUU JIETKUX
* TMOJrOTOBKA K TPAHCIUIAHTAIIUU JIETKUX
* TpaHCIUIAHTAIUs JIETKUX
IHoka3zaHus 11 IKCTPEHHOM IOCIIUTATM3AUM:
* oboctpenun JIAM (HapacTaHue OJBIINIKH, YXY/IIIEHUE OKCUTCHAITIH )
* pasButHe ocinoxHeHuit JIAM (TpoMO03MOOIHMS JIETOYHOW apTepuw,
MTHEBMOTOPAKC, OCTpasi MH(MEKITUS HUKHUX JbIXaTeIbHBIX MyTeH).
Ioka3aHuA K BBINUCKE MAIMEHTA U3 CTAIHOHAPA:
* cTabmmm3arus KIMHUYECKOTO COCTOSTHHUS;
* SpO2 ne Huxe 93% B MoOKOEe NP ABIXAHUH KOMHATHBIM BO3yXOM HJIH Ha
(dhoHEe KHUCIOPOAOTEPAITHH.

TAKTUKA JIEYEHUSI HA CTAIIUOHAPHOM YPOBHE [1,29-32]:

5.1 Kapra naéonennsi nanueHTa, Mapmpyru3amnus namuenra (pucysok 10):

Knununueckoe nono3penue Ha JIAM
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HET
BPKT mpuznaku JIAM AnbTepHaTUBHBIN TUarHO3

Ia

\ 4

VEGF-D cbiBopoTkH;
KT mmu MPT 6e3 xoHTpacTa OpIONTHON TOJIOCTH,

Mmaiioro Tasa. MccienoBaHue XHUJIE3HOHU
KHUJIKOCTH/y371a, 00pa3oBaHusI.

v
na
AMJI mouek unu IToaTBepxknenue JIAM

[To3uTHBHAS IUTOJIOTHS

HCT l

HET
Heo6X0IuMOCTh THCTOMATOIOTHIECKOTO Monuropunr ®BJI kaxabie 3-4 Mecsna

Hanuuue oguoro us:
VEGF-D ceiBopoTkn=>800 rr/mi;
UM OaHTHOIEHOMHOMBI,

[ MOATBEPXKICHHUS

€CTh i

[ MIO: TEBJI mnn XBbJI ]

;

HET
[ [oxreepskaenue JIAM ]4> [ AJbTEpHaTUBHBIN THarHo3 ]

w |

JleueHne cUPOIMMYCOM

] Ectb s dexr [Iponomxenue Tepanuu.

> MoOHUTOPUHT
s dextuBnocTu u HA

Her »ddexra

MJIO: nenecooOpa3HOCTh
TpaHCIUTaHTallUK JIETKUX

Pucynox 10. Kapra nabmronenus naruenta ¢ JJAM

5.2 HemeaMKaMEHTO3HOE JIeYeHHE:
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e JlnurenvHas kucnopoaorepanus ([IKT) nauuentam ¢ JIAM ¢ xkiuHUYECKU
3HaUMMOM THnokcemued B mokoe (mpu SpO2 menee 88% mpu IbIXaHUU
KOMHATHBIM BO3IyXOM).

e Jlerouynas peabunuranus (BKJIIOYAIOIIUE a3pOOHBIE U CUIIOBBIE TPEHUPOBKH).

5.3 MeaukaMeHTO3HOeE JieueHne

[Ipu rocniuranuzanuu, HE3aBUCUMO OT €€ MPUYHUH, MOKa3aHO HA3HAUYCHUE WIIU
MPOJIOJKEHUE TEPANUU CUPOJIUMYCOM, MPU OTCYTCTBUU KIMHUYECKH 3HAYMMBIX
00OYHBIX AP (PEKTOB.

Tabmuna 5. [lepedeHb OCHOBHBIX JICKapCTBEHHBIX cpeacts [1,17,18,29,30].

dapmakoTepaneBTuyecka | MexayHapoaHoe Cnocod YpoBeHn
sl Tpymma HEMATEeHTOBAHHOE NpUMeHeHUs1, 1032, KPATHOCTb, | 10KA3aTeJbHOCTH
HaumenoBanue JIC | pjaurejbHOCTH

HmmyHOIETIpEccaHT, Cuponumyc, 1-2 mr/cyTKu BHYTpPb, IPUHUMATh B
uaruourop MTOR u kuHA3 | pamamuruH 1 Mr B OJTHO H TO k€ BpeMs. TaOneTku
I/IHFHGI/ITOp TIporJIaTeIBaTh ICIINKOM, 3armMBas

Bojoit. 30eratp  BO3OEWCTBHUA
OPSIMBIX  COJTHEYHBIX JIy4ed BO
BpeMsl  TpHeMa  CHpOJIUMYyca.
UYepes 14 nueit nedeHuss U3SMEPHUTH
MUHUMAaJIbHBII YPOBEHBb
CUpOJIMMYCa B CBIBOPOTKE.
YpoBeHb B KPOBH JIOJKEH OBITH 5-
15 ar/mi.

[ompocuTh manuenTa Mmoo IaTh
24 w4vaca (20-28 wgacoB) mocie
npreMa JeKapcTBa
(HemocpeICTBEHHO epen
CIIEAYIOIICH 030H), MPEeXIe YeM
U3MEPATh MUHAMAJIbHBIA YPOBEHB
cuponuMmyca B CblBOpoTKe. Ilpu
MEJJIEHHOM  TMPOTPECCUPOBAHUU
6one3Hn HavyaJbHas Ji03a
cuponmumyca 1 wmr/cytku. Ilpm
OBICTPOM TPOTPECCUPOBAHUU -
HAYHMHATh c 2 MT/CYTKH
MMOCTENICHHO CHIDKash 03y [0

JOCTIDKEHHSI OTBeTa. B ciyuasix
KPYIHBIX aHTHOMHOJIUIIOM TOYEK
- 10 6 MT/CYTKH.

Ta6nuna 6. [lepedyeHn NOMOTHUTEIBHBIX JIGKAPCTBEHHBIX cpeAcTB (Menee 100%
BEPOSTHOCTh Ha3HaueHus) [17,18,22,24,25,26].

dapmakoTepaneBTHYeCKas MesxayHapogHoe Cnoco6 npuMeHeHHs U YpoBeHb J0Ka3aTeILHOCTH
rpynmna HeNaTeHTOBaHHOE JA03HPOBKA
HaumeHoBaHue JIC
Cratunbl CumBactatua B | 10 wmm 20 mr | pa3 B
nmo3ax 10, 20 Mr, | CyTKH BedepoM, BHYTPb, A
HE Dpa3kKeBbIBasg W HE
n3Menbyast TabIEeTKYy,
NIPOTJIATBIBATE LIEJIMKOM,
3anuBasg  JOCTATOYHBIM
KOJINYECTBOM BOJBI.
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AHTHKOAryJISIHTHI
THIIEPKOAryJIIIHOHHOM
CHHApOME, pHUCKe/ pa3BHTHU
TPOMO03MOOIMIECKIX
OCIIOXKHEHUI)

(tipu

OHoKcanapux
HaTpuss 8  TEHIC.
antu-Xa ME/0.8
MI'

Honpanapun
KaJIbIys 9500
antu-Xa ~ ME/mm:
0.3 v, 0.4 ma, 0.6
i, 0.8 mu, 1 v

IToaxoxkHO
napayMOMINKaIbHO
Jo3a mo nmokazaHusM

IIepopanbHo
Puapokcaban 15 | (,yupapokcaGan)
mr, 20 MT.
denorepona Wuramsammonno mo  10-20
M-XOIMHOINTHK/ 32 —arOHHUCT | TUAPOOPOMUI kanenp +  0,9% pactBOp
(ipm pa3BuTHH 500Mmkr / | Hatpust xmopuma 4-5 M
OpPOHX000CTPYKTHBHOTO UTIPaTpPOIHUs yepe3 HeOymaiizep 2-3 paza
CHHIpPOMA) Opomuza B CYTKH.

MoOHOTHIApaT 261

MKT

[Ipu pazutun ocinoxHeHuil JIAM TpeOyercs NONOJHUTENbHAs Tepamnus, B
cootBercTBUM ¢ KII pa3BUBIIMXCA NMATOJOTMYECKUX COCTOAHUM — Tspkemas JIH,
TOJIA, ITHEBMOTOPAKC, IIPUCOETUHEHNE BTOPUYHBIX uH(peKIui,
OpOHX000CTPYKTHBHBIN cuHApPOM, Tunepaunuaemun [20,21,23].

CumBactatuH HazHavaercsa npu JIAM mamuentam c¢ xunotopakcom (C),
runepaunuaeMuei (A).

bponxonuTtudeckass Tepanus ~ HEOyIM3UPOBAHHOW  KombOunayueir M-
XonuHoaumuka ¢ 2 —aconucmom -  gerHomeponra  euopoopomuo 500mxe /
unpamponust opomuoa monocuopam 261 mxe - ToKazaHa marueHTtam ¢ JIAM B
cilydae pa3BuUTUsl OpOHXHATBHOM 0OCTpyKIMH Ha (poHe mporpeccupoBanus JIAM B
cootBeTcTBUM ¢ KIT M3 PK «XpoHnuueckast 06cTpykTuBHas 0071€3Hb JIeTKIX» No169
ot 16.09.2022 1.

AHTuOakTepuanpHas Tepanus TMoka3zaHa mnarueHtam ¢ JIAM B ciydasx
MPUCOEANHEHUS] BTOPUYHOM OakTepuanbHONM MHEBMOHMHM B cooTBeTCTBUU ¢ KII
«BuebonpanyHas nHeBMOHUs» M3 PK Nel69 ot 16.09.22 ropa. Ilpu pazsutun
rOCUTaNbHON MHPEeKInHu y nauueHtoB ¢ JIAM anTuOakTepuanbHasi MHEBMOHUS
IPOBOJUTCA B COOTBETCTBUM  C  MEXKAYHAPOAHBIMU  KIMHUYECKUMU
pexomenpanusamu [23].

5.4 Xupyprudeckoe BMelIaTeJ1bCTBO
TpaHcrutanTamnus JETKHUX.
[Toka3aHus K TpaHCIUIAHTAIMK JIeTKuX [27]:
1. ®Oyukuuonansheiii kmace 11 mwm IV nmo NYHA (Hero-Hopkckas
KapIMOJIOTHYECKas aCCOIMAIINS)
2. Tsxenvle HapyleHUs QyHKINN JTETKUX:
e O®DBI <25% oT 10/KHOTO 3HAYCHUS
e DLco<27% oT D0/KHOTO 3HAUYCHUSI
® THUIOKCEMUS B ITOKOE
BbpkuBaeMoCTh MMociie TpaHCIIaHTaruu 76, 56 u 51% yepe3 1, 3 u 5 mer
COOTBETCTBEHHO [19]
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5.5 lanbHeiimee Begenne [1]:
1. 1 pa3 B Mecs11 B TeUEHHE NIEPBBIX 3 MECSIIEB, 3aTEM Yepe3 KaxK ible 3 Mecslia
KOHTPOJIb:
® YPOBHS CUPOJIUMYCa B KPOBHU
e O0IIMii aHATU3 KPOBU
o MIUAHBI Tnpodmib (XonectepuH, TpurMLEpuasl, XonectepuH-JIIIBII,
xosectepu-JIITHIT)
e 001U aHAIN3 MOYHU
3. CnupoMeTpusi KaxJple 3 Mecsia s MalMeHTOB C MPOrpecCUpOBaHUEM
3aboneBanus, 1 pa3 B roj1 - AJisl CTAOMJIBHBIX MAIIUEHTOB
4. KoHTpousb Beca, 0TKa3 OT KypeHus
5. Jlerounas peabunurtarus,
6. BaknuHanus OT Trpumma # MHEBMOKOKKOBOW uHGpeKIuH, u30erarsb
IPUMEHEHHS KUBBIX BAKIIMH BO BpEeMs MIPHEMa CHPOIUMYCa.
7.0T1ka3 oOT mnpueMa KOMOMHUPOBAHHBIX MEPOPATBHBIX KOHTPALEITUBOB
(conepxkalux 3CTPOreH, MPOreCTEPOH), MIIaHUPOBAHUE OEPEMEHHOCTH MOCTE
KOHCYJIBTAllUM CO CHELUAJIMCTOM, 3allpeIICHUE IpUeMa 3aMECTUTEIIbHON
TOPMOHAJIBHON TEpaIuu B IEPUOJI TOCTMEHOMAY3bI.

5.6 Uuaukatopsbl 3P PekTHBHOCTH JTeHEHHS:
KnuHanueckoe ynydiieHue: Haluuue He MeHee JBYX CIIEIYIONINX KPUTEPUEB
B T€UEHHUE JBYX IOCJIEA0BATEIbHBIX BU3UTOB B MEPHOJ OT 3 10 6 MecsIeB
JICUCHUSI:
YMEHBITIICHUE CTETICHHU OJIBIIIKH,
cHkeHnne ypoBHsa VEGF-D B ceiBOpoTKE;
3. yMeHbIIeHHe 00beMa aHTHOMHUOJMIIOM, JTUM(DAHTHOICHOMHUOM U XUJIC3HBIX
CKOILICHMI;
4. DyHKIMOHAJILHOE yIydllieHHe (Hanunue He MeHee 2X KPUTEPHUEB):
e yBenuuenne OXKEJI> 10 % (Mmunumym 200 mi);
e yBenuuenune DLco > 15% (Munaumym 3 mur/mun/mm Hg);
e moBsimenue Sa0; wiu PaO, mpu nposenennn 6MWT (> 4% enunuir,
>4 mMm Hg).

A

Tabmuma 7. Kputepun OIEHKH KadecTBa MEAMIIMHCKON TIOMOIIM, OKa3aHHOMN
nauueHTty ¢ JIAM.

CoObITHiiHBIC KPUTEPHH KA4eCTBA

Ompenenena M TakTHKa  BeACHUS ~ OONBHOTO,  CAECNAaHBl  HA3HAYCHUS Jla | Her
IIposeneno nu uccinenosanue OB/ Ha | Her
[IpoBenena nu BPKT Ja | Het
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[TpoBeneHo M1 0OcIe0BaHNEe OOTBLHOTO B TUHAMHUKE Ha|Her
Hanbl nmu pexomenaanuu no HazHauenuto JKT mamumenty ¢ runoxcemuei (SpO.<
0 Ha|Het
88%, Pa0O.< 55 mm pr.cT.).
BpemeHHbIe KPUTEPUH Ka4yeCTBA
[TomHoe o6cnenoBanue He mo3aHee 10 cyTok OT oOpaiieHus narueHTa Ha|Her
[TpoBeneHa 1 MyJIbCOKCUMETPHS HE Mo3Hee | CyTOK OT 0OpalleHus MmalueHTa Ha | Her
Koutpoib cocTostHust manpenTta He pexxe 1 paza B 3 mecsiia Ha|Her
Pe3yibTaTHBHBbIE KPUTEPUH KayecTBA
Jlmarnoctuueckre UCClieJOBaHUsI BHIIIOJHEHBI B ITOJIHOM 00beMe Ha|Her
Jlanpl 1M peKOMEHJAlMu [0 TPOBEACHUIO BaKIMHALMKM OT TpUINa WIU Tla | Her
ITHEBMOKOKKOBOM HH(EKITUN
JlaHbl 11 peKOMEHJaMuy 110 OTKa3y OT KypeHus Ha|Her
Ta6J'II/II_Ia 8. P€3YJII)T3T OICHKHN Ka4y€CTBa MG,Z[HHHHCKOﬁ oMo
CoOblITHuiiHbIE Bpemennsie PesynpraTtuBHbBIE Onenka
KpUTEpUU KpUTEPHH KpUTEPUN
5 3 3 KauectBennoe
5 2 2 Henocrarounoe
KaueCcTBO
4 2 1 HekauectBeHHoe

5.  OPrAHU3ALMOHHBIE ACIIEKTHI TIPOTOKOIA:
6.1 Cnmncox pa3padOTUYMKOB MPOTOKO0JA € YKA3aHHEM KBAJIN(PUKANMOHHBIX

AAHHBIX:

1. bakenona Po3a ArybaeBHa — JOKTOp MEAUIIMHCKUX HAYK, aCCOLIMMPOBAHHBIN
npodeccop. I'nmaBHbI TepaneBT/myaAbMOHOJIOT bonbHUIEI MeauimuHCKOro
[entpa Ympasnenus [enamu [Ipesuaenta Pecnyonuku Kazaxcran. Beiciias
KAaTEropus 10 TEPAIU.

2. KymaranueBa Apnak HasunoBna — PhD, Bpau-mysibMOHOJOT, BEAyIIMA
HAay4YHbIH COTPYAHMK oOTHesla Haykh bonbHuubl MenunuHckoro Llentpa
Vopasnenuss Jenamu Ilpesunenta PecnyOnuku Kazaxcran. Beiciias
KAaTeropus 1o TEpanuu.

3. EcenrenpimHoBa Manuna AijitnekoBHa - Maructp MeauiuHbel. Bpau-
nynabMOHOJIOr bonpHuiel Menunuuackoro lLlenTtpa Ymnpasnenus Jlenamu
[Tpesunenta Pecny6nuku Kazaxcrtan. ['1aBHBIM BHEIUTATHBIN TyJIbMOHOJIOT
r. Acrana. Beicias kareropust o myJIbMOHOJIOTUH.
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4. bakueBa KeimOar MaHaTkb3pl - Maructp MeaunuHbl. Bpad-mynabMoHOIOT
boneauuel Megunuuckoro Ilentpa VYmnpasnenusa J[lenamu Ilpe3nnenrta
Pecny6niuku Ka3zaxcran. Boiciiast kareropus 1o myJbMOHOJIOTHH.

5. Jlynp Anekcanap IlaBmoBuu — Bpau-paguonor bBoapHuisl MeauiMHCKOTO
entpa Ynpasnenus Henamu [Ipesunenta Pecnyonuku Kazaxcran. [lepBas
KaTEropus M0 Jy4EBOU IMATHOCTHUKE.

6. HypriericoBa Antbin AnjansinioBHa — Knuandeckuit papmaxosor bonbHUIIBI
Memumunckoro Llentpa VYnopasnenuss [enamu Ilpesunenta PecnyOnimku
KazaxcraH.

6.2 Yka3aHue Ha OTCYTCTBHE KOH(PIUKTA HHTEPeCcOB: KOH(INKTAa HUHTEPECOB Y
YJICHOB TPYIIIbI Pa3pad0TUNKOB HET.
6.3 PeueH3eHTbI:

["apkanioB KoHcTaHTHH AHATONBEBUY — KaHJAWIAT MEAUIUHCKUX HAYK, TOLICHT
HAO «Menumunckuii YHauepcuteT Acrana». [Ipencenarens «PecmyOaukaHcKkon
MEKIMCIUIUIMHAPHON MyJIbMOHOJOTHYECKON komuccun» M3 PK.

[Tak Anekcen MmuxalyloBUY — KaHIMIAT MEIMIMHCKUX HayK. Jlupektop

[HenTpa BHyTpenHern Memumuabl AO HHMII, npeacenarens HanuonansHOTO
o0l11ecTBa peCupaTOPHON MEIUITUHBI.
6.4 Yka3zanue ycja0BHil mepecMOTpa MPOTOKOJIA: IIEPECMOTP MMPOTOKOIA YEPE3 5
JIET TIOCJI€ €ro OIMYyOJIMKOBAHUS U C JJAThl €r0 BCTYIUICHUS B JICCTBUE UITU paHee -
P TOSIBJIEHWM HOBBIX METOJOB JWArHOCTUKHA U JieueHuss JIAM ¢ BBICOKHM
YPOBHEM JOKA3aTEIbHOCTH.
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