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Pesome

Jlerounoe kpoBoreuenue (JIK), pacpoctpaneHHOCTh KOoToporo nmocturaeT 9,1 %, saBisercs cepbe3HbIM OCTOXKHEHUEM TTPU MYKOBUCITUIO-
3e (MB). Ilo manubiM Perucrpa manmentoB ¢ MB Poccuiickoit @enepanuu (2020), pactipoctpanenHocts JIK cocraBuna 1,5 %, a cpenu
nanueHToB crapiie 18 jget — 6,5 %. HecMoTpsi Ha akTyaJlbHOCTb TaHHO# MPOGJIEMBbI, B HACTOSIIIIEE BPEMS CCTeMaTU3MpoBaHHas MHbopMa-
uwus o JIK npu MB otcyrcrByert. Lleabio paGoThl sIBUJICSI 0030p aKTyalbHBIX JaHHBIX O MaToreHe3e, hakTopax pucka U MoAXonax K JIEUeHUIO
JIK y manimentoB ¢ MB. [Touck nHdopmaimu npoBoauics Mo 3JIeKTPOHHBIM 0a3am naHHbIX eLibrary n PubMed. Pe3ymsTaTsl. [1o pe3ynbra-
TaM aHaJIM3a JUTEPATYPHBIX UCTOYHUKOB O0OOIICHBI M CHCTEMaTU3MPOBAaHbl HAKOIIJICHHBIC HaydyHbIe JaHHble B oTHomeHun JIK mpu MB.
YcraHoBIeHO, YTO OCHOBOM naroreHe3a JIK siBasieTcst xpoHMUeckoe BocniajleH!e B CTeHKe OPOHXOB, KOTOPOE COMPOBOXAAETCS MOBBILIEHHOMN
npoaykiueil ¢GakTopoB aHTMOreHe3a U MPUBOAUT K OOpPa30BaHUIO M3BUIMCTBIX TOHKOCTEHHBIX cocyqoB. OGOCTpeHUe BOCHMAIUTEIbHOTO
rpoiiecca B CTeHKe OPOHXOB U MEXaHMUYECKNe HATPY3KU CITOCOOCTBYIOT 9PO3UM U TMOBPEXICHUIO XPYITKUX COCYAOB U CTAHOBSITCSI IPUIMHOMN
pasutust JIK. OcHOBHBIMU (hakTOpaMu pucKa NAHHOTO OCJIOXHEHUS SIBISIIOTCS KoJoHU3auusl Pseudomonas aeruginosa, Staphylococcus
aureus, HAJIMUKE caxapHOTro JauadeTa, CHUXeHNe o0bemMa (POpCUpOBaHHOTO BhigoXa B 1-10 cekyHay < 70 %. ITpu komriekcHoi Tepanuu JIK
TIPUMEHSIIOTCS] aHTUOAaKTepUaibHble U aHTU(PUOPUHOTUTUYECKHME TIPenapaThl; TAKXKE OMyOIMKOBaHbI CXeMbl UCIIOIb30BaHUs [3-0J10KaTOPOB,
VII dakropa cBepThiBaHUs KpoBU. JJanHble 00 ahdekTrBHOCTY BUTaMiHA K HEOTHO3HAYHBI, OMHAKO YKA3aHHBIH MperapaT TaKXKe UCTIONb-
3yeTcs B COCTaBe KOMIUJIEKCHOM Tepanuu AaHHoro ociaoxHeHus. [Tpu maccuBHbix JIK (MJIK) pekomeHayeTcsi BpeMEHHO MPeKpaTUTh MHTa-
JISIIIUY TUTIEPTOHMYECKOTO PACTBOPA M KMHE3UOTEePANeBTUISCKIE TIPUEMbI C MOJOKUTEIBHBIM AaBlIeHHeM Ha Bbimoxe. [Ipy pelanBUpyIo-
mux MJIK BeimosHsieTcst aM00au3aliusl OpoHXMaTbHBIX apTePUil, B UCKIIOYUTEIbHbBIX CYYasiX MPOBOIUTCS PE3eKIIUs JIETKOro. 3aKkIioueHue.
KpoBoxapkanbe mpu MB mpencrasisier co60ii CI0XHYIO KIMHUYECKYIO MTPobaeMy, IPU PelIeHUH KOTOPOU TpeOyeTcst MyaIbTUAUCLIUTUIMHAD-
HBII ToX0/. B HacTosiiee BpeMsi BaxkHble acrekThl maToreHesa JIK ocrarorest HemoctaTouHO U3yYeHHBIMU. YUUTBIBAs yBeJIMUSHUE TIPOIOI-
SKUTEJIBHOCTH KU3HU MallMeHTOB ¢ MB 1 cBsi3daHHOE ¢ BO3pacTOM IMOBbIIIeHUE prcKa pa3BuTus JIK, akTyaJlbHbIM sIBJIsIETCS] U3YUEHHE pa3-
JIMYHBIX MMaTOTeHETUYECKUX aCMeKTOB JaHHOTO OCJIOXHEHUs AJIsl mocieayoleil pa3padoTku 3¢G(eKTUBHBIX 1 0O00CHOBAHHBIX AJITOPUTMOB
JIeYeHUSI.

KnroueBbie c10Ba: MyKOBUCIIUIO3, KDOBOXapKAHbE, JIETOUHBIE OCIIOXKHEHUSI, ISTOYHOE KPOBOTEUEHNE, ICUCHHE.
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Abstract

Pulmonary hemorrhage is a serious complication of cystic fibrosis (CF) with a prevalence up to 9.1%. According to the Registry of Patients with
Cystic Fibrosis of the Russian Federation for 2020, the prevalence of pulmonary hemorrhage was 1.5% in the general population, and 6.5% in
patients over 18 years of age. Despite the importance of this problem, there is no systematic information on pulmonary hemorrhage in CF.
Aim. The purpose of this study was to review current data on the pathogenesis, risk factors, and approaches to the treatment of pulmonary
hemorrhage in patients with CF. Information was searched in eLibrary and PubMed databases. Results. During the literature review, we
summarized and systematized the collected scientific data on pulmonary hemorrhage in CF. The pathogenesis of pulmonary hemorrhage is
chronic inflammation in the bronchial wall accompanied by increased angiogenesis factors that promote neovascularization with development
of many tortuous, thin-walled vessels. Exacerbation of bronchial inflammation and mechanical strain contribute to erosion and damage of fragile
vessels and cause the bleeding. The main risk factors for pulmonary hemorrhage were colonization with Pseudomonas aeruginosa, Staphylococcus
aureus, diabetes mellitus, and FEV1 < 70%. Complex therapy for pulmonary hemorrhage includes the use of antibiotics and antifibrinolytic
agents. Some of the published regimens use -blockers and blood coagulation factor VII. Data on the efficacy of vitamin K are unclear, but it is
also used in the treatment of pulmonary hemorrhage. In cases of massive bleeding, temporarily discontinuation of inhalations of hypertonic
solution and kinesiotherapy is recommended. In case of recurrent massive bleedings, bronchial artery embolization is performed and lung
resection can be done in extreme cases. Conclusion. Hemoptysis in CF is a complex clinical problem that requires a multidisciplinary approach.
Currently, important aspects of the pathogenesis of pulmonary hemorrhage remain unclear. Given the increasing life expectancy of CF patients
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and the age-related risk of pulmonary hemorrhage, it is important to investigate the pathogenetic aspects of this complication for the subsequent

development of effective and justified treatment algorithms.
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MykoBucuuao3 (MB), niu kucto3nblii pudbpos, — Ha-
CIIEZICTBEHHOE ayTOCOMHO-PEIIeCCUBHOE 3a00JIeBaHNE,
COIIPOBOXAAOIeeCs] HapylIeHUeM KJIMpeHca CIU3U
U3 AbpIXxateabHbIx yTei [1—4]. JlerouHoe KpoBoTeue-
nue (JIK) sBisieTcss otHUM U3 CEpbe3HBIX OCTOXKHEHU
npu MB, xotopoe HaGaomaercs nmpumepHo y 0,87 %
MaLMEHTOB €XeroaHo, Mpu 3ToM y 1 3 100 60obHBIX pe-
ructpupyetcs anuzon maccuBHoro JIK (MJIK) [5]. daxe
HEe3HAYNTEIbHOE KPOBOXapKAHBE SIBIISICTCS TPEBOKHBIM
CUMIITOMOM Kak JJisl alyeHTa, Tak u mist Bpaya. MJIK
MOXET IPENCTABIATD YIpO3y [Tl )KU3HU MALIMEHTa, B OT-
CYTCTBUE JIeUeHUsI JaHHOE OCIOKHEHUE MPUBOIUT K Jie-
TaibHOMY ucxony B 75 % citydaes [6]. [TokazaHo, uto JIK
MTOCJTYKWJIO TIpUYMHOM cMmepTH 8,5 % mauneHToB ¢ MB,
y KOTOPBIX TPAHCIUTAHTALMS JIESTKMX HEe TTpoBoauiach [7].
TMossnenue MJIK comnpsixkeHO ¢ yXyallleHueM MpOorHo3a
3a00JIeBaHMS B CBSI3U CO CHIDKCHNEM (DYHKIIUM JIETKUX,
a TaKKe COTPOBOXKIACTCS MOBBIIIEHUEM 2-JICTHETO PU-
cka cMmepTu ¢ 5,8 10 16 % no cpaBHEHUIO C TAKOBBIM
MpY aHAJIOTUYHBIX MOKa3aTeasix oobemMa (popcupoBaH-
HOTo BbIIOXa 32 1-10 cexynay (OPB,) y nauneHTos 6e3
JIK [5].

[To nanHbiM Peructpa nauuentoB ¢ MB Poccutickoi
Depepannu (2011-2020), pactipoctpaHeHHOCTh JIK
B 001LIei NOMyJIsIuuy naueHToB cocrasiser 0,9—2,6 %
(tadm. 1) [8].

Takum obpazom, npodaema JIK npu MB, HecomHeHHO
aKTyaJIbHA [UIST KIMHUYECKOM MPaKTUKH, OMHAKO B Ha-
cTosliee BpeMs CUCTeMaTU3UupoBaHHas MHGbOpMaLIUs
0 TAaHHOM OCJIOKHEeHUU npu MB oTcyTCcTBYyeT.

Llenpro maHHOIT PaOOTHI IBYIIMCH U3YYeHUE U aHAIIN3
HaAKOIJICHHBIX TaHHBIX O IMaTOTeHE3€e, pacIpoOCTpaHEeH-
HOCTH, (hakTopax prcka u noaxonax k jeyenuto JIK npu
MB.

ATuonorusa u natoreHes NeroYHOro KPOBOTEYEHUA
npu MyKOBUCLMAO3E

B xonTekcre atuoyoruu JIK BackHO HAaTIOMHUTH O JIBOM -
HOM KPOBOCHAOXKEHNM JIETKUX: JIETOYHBIC BEHBI 1 apTEPUH
MaJioro Kpyra KpoBooOpaleHUs 00ecreurBaloT OKCUre-
HaLMIO KPOBH, a TINTaHKE COOCTBEHHO OPOHXMAJIBLHOTO
JIiepeBa OCYIIECTBIISIETCS apTePUSIMU OOJIBIIIOTO KpyTa
KpoBocHabOxeHusi. Heobxonumo otMeTutsb, uto JIK npu
MB B nogapsioeM OOJbIIMHCTBE CTy4aeB MPOUCXOIUT
W3 apTepUil OOJIBIIIOTO Kpyra KpoBooOpaleHus [6].
[MaTodu3nonorusa 1 MeXaHN3MbI KpOBOXapKaHbsI TIPU
MB 10 KoH11a He u3y4yeHbl. I3BECTHO, YTO XPOHUUECKOE
BOCMaJIEHUE CIIU3UCTON PeCTIMPaTOPHOTO TpaKTa MPUBO-
AT K PpEMOAEINPOBAHNIO OPOHXMAIBHOTO JIepeBa 1 pa3-
BUTHIO OpOHX03KTa30B. [lepcuctupyrolee BocnajieHIe
B COUETAHUU C TUITOKCUEH CTUMYIUPYIOT MPOAYKIIAIO

Tabauua 1

Pacnpocmpanennocno ae204no020 Kpogomeuenus npu Mykogucuyudose no oannvim Pezucmpa nauuenmos
¢ myrosucuudosom Poccuiickoii @edepayuu 3a 2011-2020 22. [8]

Table 1

The prevalence of pulmonary hemorrhage according to the Register of patients with cystic fibrosis of the Russian Federation

for 2011 — 2020 [8]

lMoka3atenu pacnpocTpaHeHHOCTH, %

lon

‘ obLwas rpynna
2020 il
2019 1
2018 0,91
2017 1,46
2016 1,65
2015 14
2014 1,3
2013 18
2012 21
2011 2,6

netn B3poCIble
0,5 6,1
0,47 24
0,6 1,84
0,76 3,93
0,71 473
08 31
0,5 32
04 5.2
0,6 6,0
1,5 6,5
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¢axTopoB pocTa, CNOCOOCTBYIONINX AKTUBHOMY aHTHO-
reHe3y, B CBSI3U C 3TUM B CTEHKaX OpOHXMAIbHOTO JepeBa
dopmupyeTcs ceTh UBBWINCTBIX, YBEIMUCHHBIX, TOHKO-
CTEHHBIX TATOJIOTUYECKUX COCYNIOB, UTO COMTPOBOK/IACT-
Csl 3HAYUTEJILHBIM yBeJIMUEHUEM KpoBoToka [6, 9—11].
BpoHxuanbHbIe apTepu, KPOBOCHAOXKAIOLINE AbIXaTe Tb-
HBIC MIYTH, OTXOASIT OT TPYAHOI aOpTHI U TIPEICTaBIISI-
0T CO00¥ cOocyabl Majloro Kanmubpa, o0beM KpOBOTOKA
B KOTOPBIX cocTaBisieT < 1 % cepaeyHoro Bbidopoca [6,
12]. OnHako npu pa3BUTUU OPOHXOIKTA30B C CETHIO U3-
BWJIMCTBIX ITATOJIOTMYECKMX COCYIOB eMKOCTh OacceliHa
OPOHXUAJIBHBIX apTEPUIA 3HAUNTEIIHHO BO3pACTaeT U MO-
JKeT gocTurath 35 % oT 0011ero cepaedyHoro Beiopoca [6,
13]. PazButue JIK npenmnosaraet coueTaHre BOCTAIUTEb-
HBIX U MEXaHNYEeCKUX HArpy30K, OCIa0ISIONMNX CTeHKU
KPOBEHOCHBIX COCYIOB, IIPU 3TOM TUIIepTPOGUPOBaH-
HbIE U PHIXJIbIC TTOACAU3UCTBIC apTEPUM pa3pylIalOTCs
1 KPOBOTOYAT B AbIXaTeJbHbIe TTyTH [5, 6, 11]. JIK moTeH-
LIMATBHO SIBIIETCSI NICTOUHUKOM 3XeJie3a i IToTpedJie-
HUS U pa3BUTHUsI OUOTIIIEHOK OakTepusiMu Pseudomonas
aeruginosa B IbIXaTeJIbHBIX MYTSIX, YCYTyOJIs1s1 BOCIaIeHUE
Y co3/aBasi yCJIOBUS TSl 00OCTPEHU, BEAYIIIUX K CHYKE-
HUIO (PYHKIINHU JeTKuX [14].

H3BecTHO Takke, 4To Ha (poHe obocTpeHnst MB mo-
JKET U3MEHSIThCS arperalimoHHast QyHKIIUs TPOMOOLIUTOB,
YTO MOXKET BBIPAXKaThCsl, C OMHOW CTOPOHbBI, aKTUBAIIEH
TPOMOOIIUTOB C MOCJICOYIOIEH TUTIeparperaleii 1 TpOM-
0000pa3oBaHuEM, a C IPYTroil — pa3BUTUEM TeMopparu-
YEeCKUX OCJIOXKHEeHU. OgHaKOo BIMSIHUE arperalimoOHHbIX
CBOICTB TpoMOOIIMTOB Ha pa3utue JIK B HacTosIee
BpeMsI U3Yy4eHO HEAOCTAaTOYHO, TPEOYIOTCST JaIbHEUIIIIE
uccaenoBanus [15, 16].

Ponb BuTamuHa K B natoreHese NeroYHbIX KpoBOTEYEHMH

OmHUM M3 NpPOSABICHUIN CUHIpOMa MajababcopOoLuu
y 6onbHBIX M B gBnsietcs nepuuut ButamuHa K, odec-
revyurBaoIiero oopaszoBaHue Mjaa3MeHHBIX (haKTOPOB
cBepThIBaHUS KpoBU. B koHTekcTe JIK, 6e3ycioBHO, BO3-
HUKaeT BOIIPOC O CBSA3M JAHHOTO OCIIOKHEHMS C HEeIlO-
cratrouHocThio BuTamMuHa K [17]. OgHako HaKOIJIeHHbIE
Hay4YHbIE TaHHBIE IO 3TOMY BOTIPOCY HEOTHO3HAYHBI.
C omHOI CTOPOHBI, IO JAHHBIM psa NCCIIe0BaHUI TT0-
Ka3aHO M3MEHEHNEe KOaryIsaIIMOHHOTO reMOoCcTas3a y ma-
LIMEHTOB, He ToJiydatomux ButamMmuH K, nubo noayya-
fo1ux Hebosbire 1036l [18, 19]. C npyroit cTopoH#I,
KJIMHWYECKNE TIPOSIBICHNSI KPOBOTOYMBOCTH, O0YCIIOB-
JIeHHBIe neUuIMToM BuTaMruHa K, BcTpeuaroTcs KpaitHe
peIKO: OMMCaHHbIE B TUTEpaType eNMHUYHbIC Cydyaun
OOBIYHO PErUCTPUPOBAJIUCH Y IETEN paHHEro BO3pacTa,
MIPEUMYIIIECTBEHHO B BUIE TeMOpparndeckoit 0oae3Hn
HOBOpOXAeHHBIX [17, 20, 21]. [Tpu n3yuennu (pakTtopoB
pucka JIK y manimenToB ¢ MB He mokazaHo accoliyaliuu
neduuuta ButTamuHa K ¢ pa3BUTHEM JaHHOTO OCTIOXKHEe-
Hus (Tabs. 2). B yacTHOCTH, TTO TaHHBIM U3PaAMJIBCKOTO
KCCeN0OBAaHUSI OTMEUEHO, UTO Y MauueHToB ¢ MB ¢ cum-
nTomamu JIK 1 6e3 TaKOBBIX ITOKa3aTeIu KoaryJorpam-
MbI He pasauvanuch [22]. Takum 06pa3oM, B HaCTOsIIEE
BpeMsI HET yOeIUTEIbHBIX JaHHBIX O BIMSHUU Ie(bUIINTA
ButamuHa K, a Takxke neduimra ButaMuH K-3aBUCHMMBIX
¢axTopoB cBepThIBaHUS Ha pa3putue JIK.

PacnpocTpaHeHHOCTb W hakTopbl pUcka

HccnenoBanust, TOCBSIIEHHBIC U3YYCHUIO PAaCcIIPOCTPa-
HeHHocTU U akTopoB pucka JIK y mammenTos ¢ MB,
HEMHOTOYMCJIEHHBI U OYeHb Pa3HOPOJHbI 110 NU3aiHY,
COCTaBY BBIOOPKM 1 METOIAM CTATUCTUIECKOTO aHaIn3a
(cM. Tabm. 2).

Hawubouiee yacto ormeuvatrorcst cumnrombl JIK nerkoit
WJIH CpEeIHEeN CTeNeH! TSDKECTH, B TO BpeMsl KaK 3IMU30-
nbl MJIK peructpupytorcs 3Ha4uTeNbHO pexe [23, 24].
ManudecTaluus CMKMIITOMOB, KaK ITPaBUJIO, TIPOVCXOINUT
Y MOJIOIBIX JTIOACH 10 25 JIeT, MpH 3TOM PUCK Pa3BUTHS
JIK yBenumuyuBaeTcsi ¢ BO3pacTOM: y B3pOCJIbIX MallieH-
TOB BEPOSITHOCTb BO3HNKHOBEHUST TAHHOTO OCJIOXKHEHMST
IMOUTH B 4 pasa BbIle, yeM y aeTeit [23]. Tak, oTMeueH
0oJiee Mo3aHMI 1e0I0T CUMIITOMOB Y JIMLI MY>KCKOTO I10J1a
110 CPABHEHUIO C TAKOBBIM Y XKEHIIIMH, XOTS 1O JaHHBIM
IPYTUX UCCIEAOBAaHUM yKa3aHHAsT 3aKOHOMEPHOCTh
He mpociexuBaetcs [25].

o 90 % cnyuaes JIK Bo3HuKaioT Ha hoHEe 060CTpe-
Hus. [Ipu atom ormeueHo, uyto JIK npumepHo y 1 u3
100 nammeHToB oTHOCUTCS K Kateropuu MIJIK [5, 23,
27—-29]. 1o naHHBIM pgaa UCCIIENOBAHNI OTMeYaeTCs
accoumauus JIK co chmxennem ODB, < 70 % u nanm-
yueM P. aeruginosa B moceBax MOKPOTBI IPU CPaBHEHUU
¢ MauMeHTaMu 0e3 JTaHHBIX CUMIITOMOB (CM. TabJ1. 2).

BaxxHo otmeTuth, uto pasputue JIK conpskeHo ¢ Ha-
JmureM M B-accolmmpoBaHHOTO caxapHOTO mrabeTa (CM.
Tab1. 2), 4YTO, OYEBUIHO, OOYCIOBJIEHO CIie(UIYHBIMU
Ma0eTUYECKUMU U3MEHEHUSIMU COCYTUCTON CTEHKU [22,
26]. O. Efrati Takke TIOKa3aHO, YTO B aHAMHE3€ Y TallueH-
ToB ¢ JIK 1iMppo3 neyeHu BcTpeyaeTcs yallie 1o cpaBHe-
HUIO ¢ IUlIaMu 06e3 TaHHOTO ocIoXHeHUs [22]. TTeyeHb,
SIBJISISICH OPTaHOM CHUHTEe3a BceX (paKTOPOB CBEPTHIBAHUS,
WTPaET KIIOUEBYIO POJIb B peai3alii IIEpBUYHOTO U BTO-
pryHOTOo remocrtasa. Lluppo3s meyeHn MpuBOAUT K KOM-
TUIEKCHBIM HapyILIeHUSIM B CUCTeMe TeMocTasa, OJHa-
KO TIpHM 3TOM He BCeTa pa3BUBAIOTCS cIToHTaHHbIe JIK,
ITOCKOJIBKY COXpaHSICTCST OajaHC MEXIY CBEpPThIBAIOIICH
U TIPOTUBOCBEPTHIBAIOIIEH CUCTEMaMU CO CHVKCHHBIM
pe3epBoM. ObocTpeHUe MHMEKUUU SIBISIETCS ONHUM
3 (pakTOpOB, CMeELIAIOIMX 0alaHC B CTOPOHY TMIOKO-
aryJISILUU, TIPA 3TOM 3HAYUTEIFHO YXYIIIAeTCS IIPOLIECC
CBEpPTHIBaHUS KpoBH [29—31].

WHTtepecHo, yTo NMpu aHanu3e (PaKTOPOB pUCKa TOJb-
Ko niast MJIK ctatucTuyecku 3Ha4YMMOM accouraluu
C CUHETHOITHOM MH(EKLME He BBISIBJICHO, a B KAUeCTBE
(dakTOpOB pUCcKa OTMEYAIOTCSI KOJOHU3aLUus S. aureus
u HajM4ue caxapHoro nuaodeta (cM. Tab. 2). bonee Toro,
T10 pe3yJibTaTaM MacIITabOHOTO PeTPOCTIEKTUBHOTO HCCIIe-
IIOBAaHUS C MCITOJb30BaHMEM JAaHHBIX AMEPUKAHCKOTO
HallMOHAJIbHOTO perucrpa naurueHToB ¢ MB nokaszaHo,
4TO KoJIoHu3auus P. aeruginosa u B. cepacia craTvcTuye-
CKM 3HaYMMO acCOLIMUpPOBaHa ¢ 0oJjiee HU3KUM PUCKOM
MIJIK [5]. Takum obGpa3zoM, Mpeapacnoio)keHHOCTh
K nposieiieHusiM JIK TsoKesoii cTerneHu cBsi3aHa He ¢ CU-
HETHOMHOM MH(MEKUMEH, a ¢ ApyruMu (HaKTOpaMH, B YacT-
HOCTH U3MEHEHUEM COCTOSTHUST COCYIUCTON CTEHKU TTPU
caxapHoM auabere. [Ipenmomaraercs, 9To acCOLMALIIS
KojoHu3auuu S. aureus ¢ puckom MIIK ompenensercs
0COOEHHOCTSIMM MaTO(GU3NOJIOTMU MUKPOOPraHM3Ma —
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Tabauua 2

Pacnpocmpanennocmo u ghakmoput pucka 1e2o04Ho20 KpogomeHeHuUs Npu MyKoGUCHUO03e

YYacTHMKM, YUCTIO NALNEHTOB,
[DM3aiiH UccnepoBaHms

Ietu, B3pocnbie (n = 440)

PeTpocnekTuBHbIit 0630p
N0 AaHHBIM PEruCcTPa NaLUeHToB
¢ MB (2001-2005)

Detn, B3pocnbie (n =1 008)

PeTpocnekTuBHOE KOropTHoe
uccnefoBanue No AaHHbIM
KIMHUYECKNX UCCNeA0BaHMi

y nauuenToB ¢ MB (2000-2012)

Jetu (n =219)

PetpocnekTUBHbIA 0630p Meau-
LIMHCKYX 3anucel NauneHToB
¢ MB (2008-2019)

Hetu < 18 net (n = 750)

PeTpocnekTuBHbIi# 0630p Meau-
LIMHCKMX 3anuceil NauueHToB
¢ MB (1980-1999)

Detn, B3pocnbie (n = 28 858)

PetpocnekTBHOE KoropTHoe
1ccriefoBaHme MO AaHHbIM
HauuoHanbHoro peructpa
nauuenToB ¢ MB (1990-1999)

Bapocnbie > 18 net
¢ cumntomamu JIK (n = 62)

PeTpocnekTUBHbLINA aHanu3
[aHHbIX nauveHToB ¢ MB
¢ cumntomamu JIK (2008-2018)

Table 2

Prevalence and risk factors for pulmonary hemorrhage in cystic fibrosis

PacnpocTtpaHeHHocTb JIK

9,1 %, U3 Hux:

42,5 % - He3HauUTeNLHOE
32,5 % - ymepeHHoe
22,5 % - MIIK

8 %, U3 Hux:

15 % — nerko ctenexu
76 % - cpedHei cTeneHu
9 % - MIK

6,4 %, U3 HuX:

35,7 % - ckynHoe
1 He3HauUTeNbHOE

28,6 % — ymepeHHoe
35,7 % - MIIK

6 % - MIK

WccnenoBaHns MacCUBHbIX NEroYHbIX KPOBOT!

4,1 % - MIK

CpenHeroaoBas
yacrora - 0,87 %

24,2 % - MIK

Bospacr
MaHudecTaumm,
rogbl

184174

14

Mon:
16,2 - myxckoit

13,5 — eHcKui

242£8,7

19,0 (16,0-22,0)

WccnepoBanue thaktopoB pucka

Hanuuue accoumunpoBaHHbIx 3abonesaqui (C[l, nopranbHas
runepteH3ns): 57,5 % vs 5,2 % B KOHTPONbHOM rpynne;
p < 0,001 (kputepuit Puwepa)

Liuppo3 nevenn: 12,5 % vs 1,7 %; p = 0,04 (kputepuit Guwepa)
O0B,: 65,4 % vs 62,4 %; p > 0,05 (t-kputepmi CTbropenTa)
P. aeruginosa: 100 % vs 93 %; p > 0,05 (kputepuit Guwepa)

YacTuyHoe npotpombuHoBoe Bpems: 28,1 ¢ vs 26,2 c;
p > 0,05 (t-kputepuin CTbropeHTa)

Bospacrt > 18 net: RR - 9,44; I - 5,5-15,96; p < 0,001
00B, <70 %: RR 5,89; N - 3,46-10,16; p < 0,001

P. aeruginosa: RR - 11,23; 1 - 4,41-31,80; p < 0,001
S. aureus: RR - 0,48; 1 - 0,21-1,07; p = 0,072

e4eHui

S. aureus: OR - 1,29; IU - 1,204-1,396; p < 0,001

CA: OR - 1,15; AU - 1,017-1,297; p = 0,03

P. aeruginosa: OR - 0,42; X - 0,393-0,459; p < 0,001
Burkholderia cepacia: OR - 0,49; 1 - 0,433-0,566; p < 0,001
[lopHasa anbdpa: OR - 0,67; AN - 0,51-0,89; p = 0,007

ToBpamuumH (MHransumoHHas ¢opma): OR - 0,57;
[N - 0,43-0,74; p < 0,001

Annepruyeckuit 6poHxoneroyHbIit acneprunes: HR - 6,03;
[N - 1,97-18,45; p = 0,002

Ch: HR - 5,66; AW - 1,84-17,42; p = 0,002

00B, <70 %: HR - 1,01; A - 0,98-1,03; p = 0,55

P. aeruginosa: HR - 0,46; oW - 0,15-1,38; p = 0,17
MSSA: HR - 1,53; U - 0,53-4,42; p = 0,43

MRSA: HR - 1,17; I - 0,14-9,41; p = 0,88
Aspergillus: HR - 0,88; I - 0,20-3,96; p = 0,87
Moprasa anba: HR - 2,19; I - 0,28-16,85; p = 0,45
To6pamuumn: HR - 1,26; N - 0,34-4,71; p = 0,73
Konuctumerar: HR - 1,05; AW - 0,33-3,36; p = 0,93

Mpumeyatme; MB - mykosucumaos; CLL - caxapHbiit anaber; JIK - nerouHoe kposoteyerue; MIK - maccvsHoe nerouHoe kpoeoTeyeHue; OR (odds ratio) — oTHowerue Wwarcos; HR (hazard ratio) -
oTHoweHme puckos; R (relative risk) — otHocutensHsii puck; AV — oseputenshbii uHTepsan; OB, — o6bem hopcuposarHoro Bbifoxa 3a 1-o cekynay, MSSA (Methicillin-sensitive
Staphylococcus aureus) — MeTULMAAMH-4yBCTBUTENbHBIA 30M0TUCTLIA cTacdnokokk; MRSA (Methicillin-resistant Staphylococcus aureus) — METULMNNMH-PE3NCTEHTHbI 30MOTUCTIA CTACIMIOKOKK.
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BBIPA0OTKOI 3K30TOKCUHOB U CIIOCOOHOCTBIO BbI3bI-
BaTh JIETOUHYIO necTpykuuio [5, 32]. CHuxeHue pucka
MUJIK, accoumupoBaHHOE ¢ KOJOHU3alue P. aeruginosa
u B. cepacia, BO3MOXHO, 0OOYCJIOBJIEHO MHTEHCUBHOM aH-
TubakTepuanbHoii Tepanueit (ABT), npu Kotopoit a¢-
(beKTUBHO KOHTPOJUPYETCS] XPOHUUECKOE BOCTIaJICHUE
CIIM3UCTOM OPOHXMAIBHOTO JAepeBa.

ITo pe3ynbpTaTam psima MCCAeIOBAaHUIA OTMEYaeTCs
Oosee BbICOKMIA pucK pa3sutust MJIK y nuir ¢ annepru-
YeCKHUM OpOHXOJIerouHbIM acriepruuiezoM (ABJIA) [26,
33]. INatoreHe3 ABJIA BkiIrouaeT B ce0sI pa3pylIeHue SITH-
TEJUAJIbHOTO MOKPOBA U HapyIIeHWEe MyKOIIMIMAPHOTO
KJIMpeHca B CBSI3U C MpopacTaHUMEM B 3MUTEIUN CIIOP
rpuboB Aspergillus fumigatus. B oTBeT Ha MOBpeXIACHUE
opMupyeTCsT MOIIHBIN ITPOBOCITATUTEILHEIN OTBET, UTO
MIPUBOAUT K Pa3BUTHUIO TIpoTrpeccupymoinero ¢guoposa
U OpOHXO3KTaTUUeCcKo# 6ose3Hu [34]. B uenom npuco-
enuHeHue ABJIA conpoBoxaaeTcs: MpOrpecCUupyonum
YXyOIIeHneM KIMHUIeCKoro TedeHust MB u, B yacTHOCTH,
noBblIaeTcs: puck pa3utus JIK 3a cuet paspylieHust
SIUTEIUS U YCUTIEHUSI aKTUBHOCTU XPOHUYECKOTO BOC-
MajieHus B TKAaHU JIETKMX.

ITokazaHo, 4To BeposITHOCTB pa3BuThs JIK He 3aBrCcUT
OT BHMIIa MyTallUM, STHUYECKOM MPUHAIICKHOCTH U M0J1a
nauueHToB |5, 22, 23, 26]. MeroTcs Takke yoeIuTeIbHbIe
JI0Ka3aTeJIbCTBA TOTO, YTO TIPU TPUMEHEHUN WHT TSI -
OHHBIX ITIpeIIapaToB TOPHA3kI ajibda, TOOpaMUILIMHA, KO-
smctrHa puck passutus JIK He mosbimraercs [3, 26], uto
CBUIETEJbCTBYET B MMOJb3Y BO3MOXHOCTH MTPOIOKEHUSI
WHTAJISILIMOHHOM Tepaliu Ha (hoHe JTaHHOTO 0OOCTPEHUSI.

Knaccucmkaums u guarHoctuka

B cooTBeTCTBUY C IEHCTBYIOIIMMHA 3apyOesKHBIMU PEKO-
MeHpauusiMu 1o eyeHuio JIK mpu MB Beigenstorcs JIK
JIeTKOM (mo 5 M), cpenneit (5—240 M) crenenu u MJIK
(> 240 mn kpoBu 3a 24 4) [11, 27]. C uenbio AMarHOCTUKU
ncrounuka JIK pekoMeHIyeTcs IMpoBeIeHNE CITUPATbHOMN
KOMITBIOTEPHOM TOMOTpa(ry OpraHOB TPYTHOM KIETKH
C BHYTPUBEHHBIM KOHTPACTHBIM YCUJICHUEM, a TaKXKe
aHruorpaduu 6poHXUaTbHBIX apTepuit [6, 11, 27, 35].
BpoHXoCcKOMHUSI, IO MHEHUIO SKCITEPTOB, HE SIBIISICTCS
JIOCTATOYHO MH(MPOPMATUBHBIM METOIOM IUTSI YCTAHOBJIC-
HUS JJOKJIN3alMN UCTOYHKKA KpoBorotepu [6, 11, 27].

leyeHune

CymectByonme noaxonsl K tedeHuto JIK y mammeHToB
¢ MB, npencraBiieHHbIE KaK B OT€UECTBEHHBIX, TaK U B 3a-
PYOEKHBIX KIIMHUYECKNX PEKOMEHIALIMX, 00JIaIaloT cia-
0ol moKa3aTeIbHOI 6a30i1 1 OCHOBAHBI HA SKCIIEPTHOM
MHEHUM KITI0YeBbIX crienunaanucTos [3, 11, 27, 28]. Takasa
CUTYalLIMSI CBSI3aHA C OTCYTCTBUEM JIOCTATOYHOIO KOJIMYe-
CTBa KIIMHUYECKUX UCCIIEIOBAHMUIA, TTO pe3yIbTaTaM KOTO-
PBIX OLIEHUBAJIACh 3(P(HEeKTUBHOCTH TOTO YUIM MHOTO BUIA
Tepanuu IMpu KpoBoxapKaHbU y naiueHToB ¢ MB. He-
MHOTOYMCJICHHBIE HCCIIeAOBAaHMS 110 U3YUYEHHUIO pa3iny-
HBIX METOIOB MEIUKAMEHTO3HOTO JICYCHUS BBITTOJTHEHBI
Ha MaJIOYMCJICHHBIX BBIOOPKaX 03 TPYITIIBI CPaBHEHMS,
HEOOXOTMMOM MIJIST IIOJTydYeHUsT 0OOCHOBAaHHBIX BHIBOIOB
00 3(p(pekTUBHOCTY UM HEIPDEKTUBHOCTU TepaTIuu.

OOpauieHue 3a MeIMIMHCKOI IOMOIIBIO ¥ TOCTUTAJIN-
3amus. [Tpu He3HAUUTETbHOM KPOBOXapKaHbM (MOKPOTA
¢ MpoxXuiakaMu KpoBu < 5 MJI) OOBIYHO He TpedyeTcs
CTIEIIMAIBHOTO JICUCHMSI, PEKOMEHIYETCS 00paIaThest
3a MEIUIMHCKOW MOMOIbIO, €CJIU peub UAET 00 3Mu-
30/1¢, BIIEPBbIC BOZHUKIIIEM B XXM3HU, JIMOO €CIIN CUM-
IITOMBI TIPOIOJIKAIOTCS W CTAHOBSITCS PETYISIPHBIMU.
TNocnuranuzauus npu ckyaHoM JIK HeoOs13aTenbHa [11,
27, 28].

B cayuyae cumnromoB JIK > 5 Ma pekomeHayeTcst 00-
pamaTbcs 3a MEIUIIMHCKOI MTOMOIIBIO BCETIA, OMHAKO
SKCITEPTHI HEe IPUIILIN K €TUHOMY MHEHUIO OTHOCUTETEHO
HEOO0XOIMMOCTHU FOCIUTAIU3ALUM, KOHKPETHBIN IMOpOro-
BbIlt 00beM JIK m1s1 rocnutanu3zaumny Takux nanydeHTOB
He ompeneiieH. Heobxonnma mHIWBUIyaIbHAsT OIIcHKA
PUCKOB B KaXXIIOM KOHKPETHOM CJTyJae, B OTIEIbHBIX CITy-
yasx JIOMyCKaeTcs JeuyeHue MalueHTa B aMOyIaTOPHbIX
yenoBusx [11, 27, 28]. ITpu MJIK (240 mi 3a 1 cTykn)
BceTma peKoMeHIyeTcs rocrutanu3anmst [11, 27, 28].

IIponomxkenue peryasipHoi Tepanuu. Borpoc o nipo-
TOJKEHU U MHTISIIIMOHHOM Tepanuy U KWHe3UOoTepanuu
Ha ¢one JIK npu MB gBnsiercs nucKyTabeIbHbIM, O~
HO3HAYHOTO 3aKJTFOUeHUS KOJIJICTHH SKCIIEPTOB I10 TaH-
HOI1 Mpo0bJieMe HeT, 9YTO OTPAKEHO B OIMYOJIMKOBAaHHBIX
matepuanax [27, 28]. C oagHOIi CTOPOHBI, peKpalleHue
MEPOMPUSATUIA TTO OUUILIEHUIO IbIXaTebHBIX MyTei CITO-
COOCTBYET MOAEePKAHNIO BOCHAIUTEIHLHOTO IIpollecca
B JIETKMX, a C APYrOil — KallleJib © UHTEHCUBHOE OTXO-
XKIEHUE MOKPOTHI MPEIMSITCTBYIOT YKPEIJIEHUIO TpoMOa
B MeCTe KpoBoTeueHMs1. PeKOMeHIamm KiIro4eBbIX 9KC-
IIePTOB 10 JAHHOMY BOIIPOCY, U3JI0OKEHHEIE B COTJIACH -
TeJIbHBIX TOKyMeHTaX «CTaHIapThl TIOMOIIIM M KayecT-
BEHHOI KJIIMHUYECKOM MPaKTUKU IS TpOBeAeHUS (Pr3u-
oTeparuy IMpu MyKOBUCLINIO03e» N « PYKOBOICTBO T10 Jie-
YEHUIO JIESTOUHBIX OCJIOKHEHU MyKOBUCILIMIO3a: KPOBO-
XapKaHbe U ITHEBMOTOPAKC», 00001IeHbI B Ta01. 3 [28,
36]. Borpoc 0 KOppeKLUM KUHE3UOTEPAIIUU B CBA3U
¢ KpOBOXapKaHbeM JIOJKEeH PEellaThCsl B 3aBUCHMMOCTHU
OT MHTCHCUBHOCTH KPOBOTEUCHMS C YIETOM WHINBU-
NyaJIbHBIX OCOOEHHOCTEN M MOTPEOHOCTE! MmalueHTa.
ITpu kpoBOTEeUeHUM HEOOJBIIOIO 00BbEeMa, KaK MpaBu-
J10, He TpedyeTcst U3MeHeHUsT 00beMa KUHE3MOoTepaIu,
CHIDKEeHMS (PU3NICCKON aKTUBHOCTU M OTMEHBI MHTAa-
JISIIIMOHHOM Tepanuu. [Tpu yMepeHHOM KpOBOTEYCHUN
MOXHO MPOA0JIXaTh UCITOJb30BAHNE MHTATSIIMOHHBIX
MpeTnapaToB MPU TIIATEJIbHOM KOHTPOJIE Haj COCTOS -
HUEeM TTalleHTa, TaKXKe peKOMEHIyeTCs IPUMEHECHME
METOIIOB aKTUBHOTO ITMKJIA TBIXaHMS M ayTOT€HHOTO Jpe-
Haxa (cM. Taba. 3), OMHAKO HET JaHHBIX O TOM, YTO TIpU
HCIIOJIb30BAHUN STUX TEXHUK HAHOCUTCSI MEHBIIINIA BpeT
0 CPaBHEHMIO C IPYTUMHU IPCHAXKHBIMU YITPAXKHCHUS -
M [36]. B ciiyyae MacCMBHOTO KpOBOXapKaHbsI CIAEAYET
MPEeKPaTUTh UHTAISLIMY TUIIEPTOHUYECKOTO pacTBopa,
OJIHAKO eIMHOE MHEHME OTHOCUTEILHO JPYTUX Mpera-
paToB OTCYTCTBYeT [27, 28]. AKTUBHBIC TTPUEMBI KITHE-
3M0Tepanuu (IbIXaHNEe C MTOCTOSTHHBIM M TIepeMEHHBIM
MOJIOXKUTEJbHBIM IbIXaHHEM Ha BbIIOXE, ayTOIC€HHbII
JNIpeHax), a TakXKe UCMOoJIb30BaHUE BUOpOXMIeTa U (hU-
3UYECKHE YIIPaXKHEHUs CIIeAyeT peKpaTUTh 10 OCTa-
HOBKHU KPOBOTEUECHMS / VUIM TIPOBEACHUS SMOOIM3AIIUN
OpoHxmManbHbIX apTepuii (DBA) [27, 28].
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Tabauua 3
Pexomenoauuu no aevenuio nayuenmos 6 3a6UCUMOCHIU O UHMEHCUGHOCHIU A1€204H020 KpogomeyueHus [28, 36]
Table 3
Guidelines for pulmonary hemorrhage treatment in accordance with severity of the symptoms [28, 36]
O6bem JIK Kuteanorepanus (dpuanyeckue ynpaxHenus) WHransiunoHHas Tepanus ABT HMBMN
CKyaHoe KpoBoXapkaHbe B 06b14HOM 06beME € TLaTeNnbHBIM MOHUTOPUHIOM CUMNTOMOB He pekomeHpyetcs, = Obs3aTenbHas
(<5 mMn, npoxXwnku €CIN HeT apyrux OTMeHa
B MOKpOTE) NPU3HAKOB
o6ocTpeHus
Terkoe JIK (5-50 mn B 06bl4HOM 06BeMeE C TLjaTeNnbHbIM MOHUTOPUHIOM CUMNTOMOB Pekomenpayetcs
B Te4eHue 24 v)
YmepenHoe JIK (50-250 mn | * MpuocTaHoBUTL UCNONb30BaHKe METOA0B * poponxeHune Bcex BUAOB PekomeHpyetcs
B TeueHue 24 u) C NOCTOAHHLIM UMK NEePeMEHHBIM NOMOXUTENbHBLIM MHransuMOHHON Tepanuu
[iaBneH1eM Ha Bbloxe B TeueHue 24-48 4
* [lonycTMO MCNONbL30BaHNe TEXHUK aKTMBHOTO Abixa- | * ECrin uHransumm kakux-nu6o npena-
TeNbLHOro LMKNa, ayTOreHHOro ApeHaxa, npi KoTopbIx paToB SABNSOTCA TPUITEPOM HEKOH-
MCNONb3yeTCA KOHTPONMPYEMbIN Kallenb (He0OX0AMMO | TPOMMPYEMOTO Kawns Unu AanbHen-
CBECTH K MUHMMYMY CUMbHBIA UK Ype3MepHBIi wero J1K, paccmotpeTb Bonpoc 06 ux
Kawenb) npekpatleHun Jo octaHoBkm JIK,
. B3BECHUB NOTEHLMaNbHbIE PUCK
* [IpekpalLeHure Gpu3nyecknx ynpaxHeH! B Te4eHne -
onb3y
24-48 4
* [locTenbHbIN pexuM He NokasaH, HeobxoanMMo
noAAepxaH1e yMepeHHoi! (puanyeckoit akTMBHOCTH
C TWaTeNbHbIM KOHTPONEM Haj COCTORHUA NauueHTa
* BpemeHHoOe npekpaLyeHre HenHBa3UBHON BEHTUNALMM
NerKUX, OfHAKO eCrii 3T0 ABNAETCA HeXenaTenbHbIM
[DNs KOHKPETHOTO NaLMeHTa, PeKOMEHAYETCs paccMoT-
PeTb BO3MOXHOCTb BPEMEHHOTO CHIKEHUs fABNeHNs
Ha BAoxe Ao ocTaHoBku JIK
BoipaxeHHoe JIK * MpekpatnTb KNHE3MOTEPaANUI U hunyeckune * [pekpatuTb MHranAumL PekomeHpyetcs
(>250 mn 3a 24 v) ynpaxHerus ao octaHosku NIK TMNepPTOHNYECKOro pacTBopa
po ocTaHoBkM JIK
* BpemeHHOe npekpaLueHne HeNHBa3MBHON BeHTUNALUMM | * Ecniv nHransuum kakux-nubo npena-
NeTKUX, OBHAKO eCIi 3TO ABNAETCA HeXenaTenbHbIM paToB SBNSAIOTCA TPUITEPOM HEKOH-
[ANA KOHKPETHOTO NawMeHTa, pacCMOTPETb BO3MOXHOCTb | TPONMPYEMOTO Kaluns unu AanbHed-
BPEMEHHOTO CHWKEHUs JaBNEeHUs Ha BOOXe wero J1K, paccmotpeTb Bonpoc 06 1x
1o octaHoBkm JIK npekpatleHun Jo octaHoBkm JIK,
B3BECUB NOTEHLMaNLHbIE PUCK
+ PexomeHayeTcA nonoxeHue Ha 60Ky, Ha CTOPOHe W oMby
nopaxeHus
* [locTeneHHo BO306HOBUTH NpoLieAypbI MO OYMCTKE
AblxaTenbHbIX nyTen nocne octaHoBky JIK / 3BA
+ Ecnm 6onb B rpyan orpaHnyuBaeT ahheKTUBHYHO
OYMCTKY AbIXaTenbHbIX NyTel, HeobxoauMo obecneunTb
afeKBaTHYK aHanresnto

[pumeyanme: ABT - aHTnbakTepuanbHas Tepanms; JIK - neroyHoe kpooteuerue; HIBIT - HecTepouaHble NpoTBoBOCNanuTeNbHble npenapatsl; OBA — ambonu3auns GpoHxManbHbIX apTepuit.

PGKOMCHHY@TCH IIPpEKPATUTDH ITPUEM HECTCPOUIHDBIX

MMPOTUBOBOCITATUTEILHBIX ITPENIapaToB, AHTUKOATYJISTHTOB
WJIM aHTUATTPETaHTOB HE3aBUCUMO OT MHTEHCUBHOCTU
JIK [28].

IMpuunHamu peunnusupytoiux JIK moryt ObITh clie-

ayiolre (akTophbl, CONPOBOXIAIOIIMECS YBEIUUEHUEM
yacToThl cepaeuHbix cokpaiieHuii (HCC) [36]:

MPUMEHEHUE caTb0yTaMoIIa;

(busnyeckast HarpysKa;

yIoTpebeHNe HAMMTKOB Ha OCHOBE KO(henHa;
SMOIMOHAJIbHbIE MEPEKUBAHUSI;

TpeBora.

[pennomnaraetcs, uto B pe3ynbrare nopbiiieHus YCC

MPOUCXOIUT YBEJIUYECHUE KPOBOTOKA B OPOHXMATbHBIX
apTepusiX, 4To BbI3bIBaeT nMpopbiBHOE JIK B Meakux cocy-

JlaX BOKPYT 04aroB UH(MEKIINU, TTPU ITOM PEeKOMEHIYeT-
¢Sl UICKJTFOUUTD (DaKTOPBI, IIPOBOIIMPYIOIIME YBETUICHUE
YCC. Ecnu Taxukapausi, BeI3BaHHas1 caabOyTaMOJIOM,
SIBJISIETCS] TPUYMHOM KPOBOXapKaHbs, HEOOXOAMMO pac-
CMOTPETh BO3MOXHOCTh CHYDKEHUSI JO3HI IIpelrapara in
nono0paTh albTepHATUBHBIN OpoHXoaMIaTaTop. B ciayya-
SIX YETKOI CBSI3W MHTaNSILMOHHOM Tepanuu 1 JIK Heobxo-
JIMMO PACCMOTPETh ITPEUMYIIIECTBA M PUCKU OTMEHBI MH-
TAISIIMOHHOM Tepanuu. Takske peKOMeHIyeTCsl UCKITIO-
YUTH yIOTpebIeHre KO(henH-CconepKalluX HalTuTKOB.
B ToM ciryyae, eciii TpUrrepoM KpOBOXapKaHbsI SIBISIETCS
(buszuyeckast Harpy3Ka, peKOMEHIYeTCsl M30eTaTh yBeJ I -
yenust YCC 6omee yeM Ha 20—30 B MUHYTY 110 CpaBHEHUIO
¢ YCC B okoe, TIpy 3TOM MakcuMasbHble 3HaYeHns YCC
no/ikHBI 0bITh < 120—130 B Munyty. [Ipu YCC B mokoe
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> 100 B MUHYTY peKOMEHIYETCSI OrpaHUYMBaTh (Du3HuUe-
CKYIO aKTUBHOCTb IIJISI COXpaHEHUST MUHUMAJIBHBIX 3Ha-
yenunit YCC Bo BpeMsI 0cTpoit (ha3bl pelIUINBUPYIOIIETO
KpoBoxapKaHbs [36].

IIpumMeHeHre AHTHMOAKTEPHAJBHBIX NPENapaToB.
ITo MHEHUIO CITEUAICTOB KCITEPTHOM TPYIIITLI, SA-
HUYHBIN 31301 cKynHoro JIK He aBiseTcst mocraTou-
HBIM OCHOBaHMEM JIJISI HA3HAUSHMST aHTUOAKTepUATbHBIX
npemnapatoB (ABIT) [28]. Unuumanus kypca ABT ymect-
Ha B cJiydyae TPOIOJIKAIOIIMXCST M CTOMKUX CUMITTOMOB
KpOBOXapKaHbs (MpU TIEPEXO0/Ie B APYTYIO KATETOPHUIO TSI -
JKeCTH KPOBOTEUCHUSI ), TP HAIMYMU B aHAMHE3¢ peLiy-
nusupytomux JIK y manueHTta, a Takxke rnmpu couyeTaHUU
C APYTUMHU TIpU3HAKaMU 000CTPEeHUs BOCTIATUTEILHOTO
Ipoliecca B JICTKHX.

B cnyyae cpeanux no unteHcuBHoctu 1 MJIK B Kom-
TUIEKCHYIO Teparnuio JOJKHBI ObITh BKItoueHbl ABIT, mo-
CKOJIbKY TAaHHBII BUIT OCJIOKHEHUSI CBSI3aH C 000CTPeHUEM
BOCITAJIUTEIIBHOTO TIporiecca B JIeTKux [28, 37]. YunuTteiBas
aCCOIMAIINIO KOJIOHU3AIINHA S. aureus ¢ BLICOKUM PUCKOM
pazButust MJIK, BbIcKa3bIBaJI0Ch MHEHHUE O LieJiecoo0pa3-
HOCTU Ha3HAYeHUsT TPOTUBOCTA(PUIOKOKKOBBIX TIpera-
patoB [5, 11, 27]. OmHako B 1eioM Bei0op ABIT momkeH
TIPOBOIUTHCS B COOTBETCTBUHU C PEKOMEHIAIUSIMHU IO JIe-
YEeHUI0 000CTpEeHUsI, U3JT0XKEHHBIMU B AEMCTBYIOLIEM
KOHceHcyce o MB, ¢ yyeToM MUKpOOHOTO mpoduis
MMallMeHTa M Pe3yIbTaTOB IIOCEBOB, MPEAIICCTBYIOIINX
obocTpeHuIo / KpoBoTeueHumwo [4, 11, 37].

Buramun K. IMpumenenue Butamuna K siBnsiercst pac-
MPOCTPAHEHHBIM METOIOM JIEYeHUSI KPOBOXapKaHbsI Y T1a-
reHToB ¢ MB. OnHako B IeiCTBYIOIINMX COTJIACUTEIIBHBIX
JMIOKYMEHTaX OTCYTCTBYIOT OJHO3HAYHBIC JAaHHBIC B OTHO-
weHuu a¢pdexrnBHocTr BUutamuHa K mpu JIK, paBHo Kak
1 HMOpPMAIUST 0 JO3UPOBKAX M cXeMaxX ITPUMEHEHUS TIpe-
mapara [3, 28, 37]. B omHOM 13 MccaenoBaHUil OIICaHO
nucriojp3oBanue 10 mr ButamMmuHa K rmpu kpoBoxapKaHbe
JIETKOM M CpeIHel CTeNeHU exXeIHEBHO MepopabHO, JIM0O
B BUJI€ BHYTPUBEHHOW MHBEKIIMHU B TeUEHUE S AHEH (TabJI.
4), TIocJIe 4ero mo3a mpernapaTa CHIZKAJIACh C TIOCICaYI0-
et ormeHoi. Ha ¢hoHe onmrcaHHO cXeMbl 0TMEUYAJIOCh
KJIMHUYECKOE yAYJIIeHUE B BUAEC YMEHBIICHUS WIU Mpe-
kpaueHus JIK B teuenue 5 nHeit [38]. BaxkHO OTMETUTB,
YTO TIPU MIPOBEACHUHN JAHHOTO UCCIICIOBAHUS HE TIpeI-
yCMaTPUBAJIOCh HAJTMYME TPYIIIThI CPAaBHEHUS, TAIICHTHI
KOTOpO#1 mojydanu Obl miauedo, Jubo apyroe BMmella-
TEJbCTBO, TTO3TOMY OLIEHUTh 3(P(PEKTUBHOCTH MPEIO-
JKEHHOTO JICUCHHS CJIOKHO. Takke aBTOPHI OTMEYAIOT, UTO
He TIPOBOIMIIOCH UCCIICIOBAaHNE CIIEIIN(UIHBIX MAPKEPOB
neduumTa BUTaMuHa K, 1 momyepkuBaroT HEOOXOAMMOCTh
pa3paboTKu 0O0OCHOBAHHBIX CXEM JIEUYEHUST JIETrOUYHOTO
KPOBOTEUCHUS y IMTAIIMEHTOB ¢ MyKOBUCLIMIO30M [38].

AnTnduoprHOIMTHYECKas Tepanus. [IpuMeHeHne aH-
TUGUOPUHOMUTUYECKUX MpernapaToB (TpaHeKCaMOBOt
(TK) nnu amunokanpoHoBoit (AKK) kuciaoTer) siBisi-
eTCsI pacIpoCTpaHEHHBIM MeTomoM KyrupoBaHus JIK
Pa3TUYHOM JTOKAJM3aluU ¢ ToKa3aHHOM 3(deKTUBHO-
cthio [39, 40]. OnHako JaHHBIE 00 UCMOAb30BAaHUN yKa-
3aHHBIX pernapartoB ajs JeyeHus JIK y nariuentos ¢ MB
HeMHorounciaeHHBI. [1yJTbMOHOIOTaMI W TeMaToJIoTa-
MM rapBapACKON MEAUIIMHCKOM 1IKOJIbI, pabOTaloIUMU
¢ nauureHTamu ¢ MB, pazpabotan anroputm jJeyeHus JIK

IIJIST B3pOC/IbIX MalueHTOB [41], corylacHO KOTOpOMY Ha-
3Havasics aHTududpuHoauTudeckuit npenapat (TK wimn
AKK) KOpOTKMM KypCOM B I03UPOBKE, COOTBETCTBYIOLLEI
nHTeHcuBHOCTH JIK (cM. Ta6. 4). I1pu mepBBIX MpU3HAa-
Kax roropHoro JIK mauueHTy peKoMeHa10BajI0Ch BO300-
HOBJIEHME TIpMeMa IperapaTa B BHIOpaHHOM JO3MPOBKE
cpokoM 10 5 mHeit. CoriaacHO OnmyOIMKOBAHHBIM JaH-
HBIM, TIPEIJIOKEHHBIN aJITOPUTM TTO3BOJISIET 3 (PEKTUBHO
KoHTponupoBaTh JIK naxxe B aMOy1aTOPHBIX YCIOBUSIX.
ITpu nocreayroeM nauTeIbHOM HabaoaeHuu (54 mec.)
y TTAIIMEHTOB JaHHOU TPYMITEI OKAa3aHO 3HAYNTEIILHOE
CHUXKEHUE YaCTOTHI TOCITUTAIM3ALIMI 110 TIPUYMHE Pellv-
nusupyotiero JIK [41].

Taxcke MOCTYITHBI pe3YJIbTaThl UCCSTOBAHMUSI C TIPUME-
HeHueM MHTajJssuuoHHoi ¢hopmbl TK 11t KynupoBaHust
JIK [42]. Tak, npemiokeHa cxeMa JIeUeHUs C IIPUMeHe-
HueM ButamuHa K u TK B uHransiumoHHo Ui nep-
opaJIbHOI (hopMe B 3aBUCUMOCTH OT CTETIEHU TSIKECTU
JIK (cwm. Tabm. 4) [43].

B-Baokaropel. XpoHuUyeckoe BocraneHue npu MB
COIIPOBOXIAETCS Pa3BUTUEM OPOHXOIKTA30B U aK-
TUBHBIM aHTHOTEHE30M, YTO MPUBOINT K YBEIMICHUIO
KpPOBOTOKAa B OpPOHXMalbHBIX apTrepusx [6, 12, 13].
J. Moua et al. npeanoON0XNUIN, YTO TIPU Ha3HAYECHUU
[B-6moxkatopoB npu MB cHukaercst cpeaHee apTepualib-
HOE JaBJIeHNe, yMEHbIIIasi KPOBOTOK U IaBJIeHUE B OPOH -
XHUAJBbHBIX apTEePUSIX U OPOHXOJIETOUHBIX KOJIJIaTePaIsX,
YTO MPUBOAUT K YMEHBIIEHUIO YacTOThl U oObema JIK.
B xone MHTEepBEHIIMOHHOTO HccienoBaHus 3¢hheKTUB-
HOCTH (-0J10KaTOPOB 151 JIeUeHUS PeLUIUBUPYIOIIETO
JIK y martuentoB ¢ MB (cM. Tab1. 4) mariueHTam Ha3Ha-
yaJicst aTeHOJION B CTapTOBOM m03e 12,5 Mr 1 pa3 B neHb
B TeueHue nepBbiX 24 4 mocae Havana JIK [44]. Jlo3a
Tperapara MoCTeNeHHO MOBBIIIAIACH 10 MPeKpalleHUS
JIK. CornacHo onmyOJIMKOBaHHBIM TaHHBIM, Ha (hOHE
MPEIIOKEHHOTO METOA JIeYeHUST HAOJTI0IaI0Ch TTpeKpa-
1eHue 100 3HaYMTeIbHOe YMeHbllieHue oobema JIK,
a Takke OTMEUEHO CTaTUCTUYECKN 3HAUMMOE CHIKEHME
YacTOTHI TOCTIUTAIM3aLNii [44].

IMomuMo 3TOTO, U3BECTEH 3HAUYUTENbHBIN 3P deKT
[3-6;10KaTOPOB B OTHOLIEHUHU JIEYSHUS] TeMaHTUOM, CBSI-
3aHHBII CO CITOCOOHOCTHIO BBI3BIBATH BA30KOHCTPUKIINIO,
WHTUOMPOBATh AaHTUOTECHE3 U MHAYLIMPOBATH AIIOIITO3 H-
JOTEJTMATBHBIX KJIETOK [45, 46]. [TomuepkuBaercst HE0O0-
XOIUMOCTb 9KCIIEPUMEHTATbHbBIX M KIMHUYECKUX UCCTIe-
JIoBaHUI 3G GEKTUBHOCTH TPEITapaToOB JAaHHOW TPYITITBI
B oTHOIIeHNY JteueHus JIK [44].

Hecmotpst Ha psim orpaHUYEHUIT JAHHOTO MCCIIeI0-
BaHMSsI, TAKUX KaK MaJIeHbKasl BbIOOpKA, HEMPOIOIXKM -
TEJbHBIN TIEPUOJ HAOIIONEHMS, TIPEIJIOKEHHBI METO/
JICUCHUST MOKHO TIPUMEHSTH B COCTaBe KOMILUIEKCHOTO
JleyeHus B ciydyae croikux anu3onoB JIK, B T. 4. rmocie
ODbA [44].

PekomOuHanTHBI akTHBUpOBaHHbI VII dhakTOp cBEp-
THIBAHHUSA KPOBHU. /{715 JIeUeHUSI CTOMKOTO KPOBOXapKaHbs
MOXET OBITh UCITOJIb30BaH PeKOMOMHAHTHBIN aKTUBU -
poBanHbiit VII daktop cBepThiBaHust kposu (rFVIIa).
JaHHbIil MpenapaT nokasaH JJIs1 JIeUeHUs] KpOBOTeUe-
HUIA y OOJBHBIX TeMOGIINE, OMHAKO OH ITUPOKO MC-
TTOJIb3YETCs TTPU KPOBOTEUCHUSIX IPYTOi aTnonoruu [47].
E.M.T. Lau et al. coobmaercst o mauueHrax (n = 4), mno-
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Tabauua 4
Cxembl MeOUKAMEHMO3HO020 Ae4eHUSL KPOBOMEHeHUs, UCNO1b3YeMble PASHLIMU UCHMPAMU AeHeHUs MYKOGUCUUOI03A
Table 4
Treatment regimens for pulmonary hemorrhage used by various cystic fibrosis treatment centers
A Yucno yyacTHUKOB,

BTOP, rofl, CTpaHa Bo3pacr Cxema MeaMKaMeHTO3HOTO NeYeHMs KPOBOXapKaHbs Pesynkratbl nevenus
E.M.Gavioli (2021), n=38 Butamun K 10 Mr 1 pa3 B AeHb B TeueHue 5 AHeid nepopanbHO CpepnHss NpoAoIKUTENLHOCTL
CLUA [38] WNW BHYTPUBEHHO K - 5 pHeit

> 18 net
H.Al-Samkari (2019), | n=21 Tlerkoe JIK TK 650-1 300 Mr nepopansHo MNosTOpUTL CpenHss Npogonk1TeNnbHOCTL
CLLA [41] 3 pasa B geHb 5 AHei 5-nHeBHbIN Kype | JIK - 2 gHa
ambynaTopHo ;
> 18 net 1IPH NepBbIX Yacrora rocn;Tﬁusa;lgg
) NDM3HaKaX cHusunach ¢ 2,44 no 1,23 pasa
Habniogenue: 54 mec. unu nEBTopHoro k| Bro (p= 00024
AKK 500-1 000 Mr nepopansHo
4 pasa B aeHb 5 AHel
YmepenHoe JIK | TK 1 300 mr nepopankHo 3 pa3a B AeHb
5 pHeit
unu
AKK 1 000 mMr nepopansHo 4 pasa B AeHb
5 pHei
MIK AKK 4 000-5 000 mr BHyTpUBEHHO
Kaxable 4-6 4 fo KoHTpons
3amem
TK 1 300 Mr nepopanbHo 3 pasa B fieHb
5 aHent
unu
AKK 1 000 mr nepopantHo 4 pasa B AeHb
5 oHen
J.Moua (2013), n=12 AreHonon 12,5 mr 1 pa3 B fieHb CpepHss NpoAomKUTENLHOCTD
CLLA [44] 1o octaHoBku JIK JIK - 3 pHa
13-40 ner Chusunuck yacrota (p = 0,02)
1 MHTEHCUBHOCTb KPOBOXapKaHbs
Habniopenue: 3 mec. (p = 0,004)
E.M.Gavioli (2020), TNerxoe JIK Butamun K BHyTprBeHHO010 Mr B ieHb MoBTopUTH
CLLA [43] 5-nHeBHbI Kypc
YmepenHoe JIK | Butamut K BHyTpMBeHHO 10 Mr B AeHb + NpY NepebIX
_ TK unransiumoHHo 550 mr 3 pasa B AeHb npuaHaKax
MIK Butamun K BHyTprBeHHO 10 Mr B AeHb + nosroporo fIK
TK nepopansHo 1 300 mr 3 pasa B AeHb
5 nHeit + 3BA

Mpumevanme: TK - Tpanexcamosast kvcnora; AKK — amuHokanporosas kucnota; JIK - nerouHoe kposotedenme; MITK - maccusHoe neroyroe kposotederie; SBA - ambonmsaums GpoHxvanbHbix

apTepuit.

JiydyaBlIMX yerneuHoe edeHue rEVIIa mo mpuunne npo-
noskatoierocs JIK mociae DbA. Ucnoaw3oBanue rFVIla
MOXET OBITh PACCMOTPEHO Y TTALIMEHTOB ¢ pepaKTePHBIM
KPOBOTEUECHUEM, a TAKXKE B KaUeCTBE SKCTPEHHOM Tepa-
nuu npu MJIK, Korga HememieHHoe npoBeaeHue DbA
HEBO3MOXHO [48].

DMOom3anuUsa OPOHXUABHBIX apTepuii. B cooTBeTCTBUN
¢ 3apyOeXKHBIMM PEKOMEHIALIMSIMU TI0 JICYSHUIO JITOU-
HBIX ocjoxkHeHuit MB, DBA sBisieTcs peKomeHIyeMoit
MIPOLIEAYPOI TS KIMHUYECKN HECTAOMIIbHBIX ITALIUCHTOB
¢ MJIK [28]. ITo naHHBIM psiga UCCieT0oBaHMIT TTOKa3aHo,
4TO IO CPABHEHUIO C KOHCEPBATUBHOM Tepanuei y maru-
eHToB ¢ MB, nepeneciinx DBA, oTMeuaeTcs yBeanye-
HME TIPOIOJIKUTETEHOCTH 1 YITy4IlIeHe KauecTBa XKI3HH,
CHIKACTCS KOJIMUIECTBO JISTOYHBIX 000CTpeHMI [49—54].
Hemennennas acdexktuBHOCTs DBA (B TeueHMe 24 4)
npu aevennn MJIK cocrasnser 73—100 % [51-54], oxn-

HaKO B JOJTOCPOYHOU MEPCHEKTUBE PUCK MOBTOPHBIX
JIK mocnie DBA nocturaet 46—67 % 1 cOMOCTaBUM C Ya-
CTOTO# PEUMINBOB IIPY KOHCEPBAaTUBHOM JICUCHUH |24,
50, 53]. bonee HU3Kas YacTOTa PeLUAMBOB OTMEYAETCS
NP HEMPOIOLKUTEIbHOM Mepuoae HaomoaeHus [51].
ITpuunHoit moBTopHbIX JIK siBiIsIeTCS Hamuyue 60Jb1I0To
KOJINYECTBA aHACTOMO30B BJIOJIb CTEHKM OpOHXa U aop-
TOOPOHXUATBHBIX KOJIIaTePaJbHBIX COCYIOB, KOTOPBIE
MO3BOJISIIOT OBICTPO 0OXOAUTH OOTYPUPOBAHHYIO OPOH-
XUaJbHYI0 apTepuio. Kpome Toro, HeKoTopbie MO0 1 -
3UpYIOIINE areHTHl (HalpuMep, Ha OCHOBE JKeJIaTHHA)
CKJIOHHBI K peKaHaJIU3alUU, YTO CTAHOBUTCS TPUYNHON
HEIO0JITOBEYHOCTU OKKITI03UM [52—54].

DDBA TakKe MOXET paccMaTpUBaThCs KaK METO/I Jieue-
HUST HEOOWIBHBIX, HO TToBTOpsIommXcs JIK, ycToiImBBIX
K KOHCepBaTUBHOM Teparnuu. [1o pe3ynbraraM peTpocmeK-
TUBHOTO UCCJIEIOBAHUSI C yUaCTUEM IMALIMEHTOB, TIEpeHec-
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mux DBA 1o moBoay HEMaCCUBHOTO peLANBUPYIOLIETO
KPOBOXapKaHbsl, OTMEUYEHO MEHBIIIee KOJIMIECTBO KPO-
BOTEUCHMI M JIETOYHBIX O0OCTPEHUIA, JTydIlIee Ka4eCTBO
JKM3HU 10 CPAaBHEHMIO C JIUILIAMU, TTOTYIaBITAMU TOJIBKO
KOHCepBaTUBHOE jevyeHue [55].

B penkux cinyyasx, korga JIK HeBO3MOXHO KOHT-
POJIMPOBATH C TIOMOIIBIO KOHCEPBATUBHBIX Mep W DBA,
eIMHCTBEHHBIM 3(P()EKTUBHBIM METOIOM JICIYCHUS MOXET
OBITh pe3eKuus aerkoro [24, 28].

JlerouHbie KPOBOTEUEHHS, CONPSKEHHbIE C MEPHOAOM
MeHCTpyanuii y xKeHmuH. OTIeIbHOTO BHUMAHUS 3aCITy-
JKMBAaeT NOCTYITHASI B HAYYHOU JIMTepaType MHGOPMAIIUS
00 snuzonax JIK, coBmamaommx ¢ MEHCTPyaabHbIM LI -
koM (ML) y xxeHuH. JIaHHBIA BapyuaHT OCJTOKHEHUS
B HacTosIlllee BpeMs omnucaH y 4 xeHiuuH ¢ MB [56].
CornacHo omnmy0IMKOBaHHBIM JaHHBIM, JIK ymepeHHOI
U BbIpaXXeHHON MHTEHCUBHOCTU BO3HUKAJIU Y XKEHIIUH
¢ MB exemecsiuHo B cooTBeTcTBUM ¢ M1 B TeueHue He-
CKONBKUX JieT. [Ipr 5TOM reMopparndecKue mposiBICHUS
OBLTN YCTOMYMBBI K KOHCEPBATUBHOI TepaIrnu (BUTAMUH
K, antTudubdbpuHoauTuyeckue mnpernapaTbl) 1 MHBa3UB-
HbIM Meponpusitusm (DBA u pesekuuu Jierkoro) [56].
IMpeanonaraemoii npuuuHoit JIK B onmrMcaHHbIX ciiydasix
SIBJIICTCST AKTOTIMSI SHIOMETPHUS — JICTOYHBIN SHIOMET-
pUO3, OJTHAKO IOITyCcKaeTcs TakKe HaTMIMe APYTUX Mpr-
yuH JIK. Ha ocHOBaHUY MOJYyYEeHHBIX HEJaBHO JaHHBIX
0 TOM, UTO COIep>KaHKe MPOBOCTIATUTEILHBIX MApKEPOB
B MOKpPOTE y >XKeHIIUH ¢ MB MeHsieTcs1 B COOTBETCTBUU
¢ azamu M1, MOXHO TIPEATION0KUTh, YTO IMKINYHOE
KpPOBOXapKaHbe OBIJIO CBSI3aHO C M3MEHEHNEM MHTEH-
CHUBHOCTH BOCITAJICHUS TbIXaTeIbHBIX IIyTei, BEI3BAHHBIM
TOPMOHAJILHBIMU KoJiebaHusiMu [57].

Hnst neuenus JIK, accouuupoBanHoro ¢ ML, ad-
(GeKTUBHO MpUMEHEeHNE OPaJIbHBIX KOHTPALIEIITUBOB,
Ha3HAYeHHBIX Ha3HAYCHHBIX IO CXeMe, ITOIABIISIOIIeH
HaCTyIIJICHHEe MEHCTPYalluM, a TaKXKe IperapaToB s
JIeYeHUsT SHITOMeTpro3a [56]. OTMeUeHO, YTO JTUTETbHBINA
MIpHEeM OpaIbHBIX KOHTPAICIITUBOB COMPSIKEH C PUCKOM
TPOMOO030B, IPH KOTOPOM TPEOYIOTCSI KOHTPOJIb Ha 10~
Ka3zaTeJIsIMU CBEPTHIBAEMOCTH KPOBU U TP HEOOXOI M-
MOCTU — Ha3HaUY€HUE aHTUKOATYJSHTOB. 3HAUUTEIbHOE
yIIydIlIeHe B OTHOIIIEHUN KPOBOXapKaHbsl OTMEYAIOCh
ITOCJIe Havajia Tepaltiy peryIsiTOpoM TpaHCMeMOpaHHO
npoBoaMocTH [56]. ITomarosas crparerus sedenus JIK,
accounnpoBaHHbIX ¢ M1, BKiItouaeT B ceOst onTUMMU3a-
uuto npuema ButamuHa K ¢ TK uiu 6e3 TakoBoii, npu-
MEHEHUe TIPEIapaToB s JICUSHNUST SHIOMETPHUO3a WU
TOPMOHATBHBIX KOHTPALICTITUBOB, BBEICHHUE PETYJIITOPOB
TpaHCMEMOpPaHHOI TPOBOAUMOCTH, KOT/Ia 3TO BO3MOXKHO,
OBA, koraa JIK He KOHTpOUPYETCs, B KpaliHEM clTydae —
XUpPypTAYecKas pe3eKIIus.

B Hacrosiiee Bpemst JIK, accouuupoBanubsie ¢ M1,
OIMMCaHBbI TOJBKO Y 4 TaimeHToK ¢ MB 1 oHu nipencras-
JISTIOT COOOM TsKeJTble KITMHMYecKre cirydan. He nckimo-
YEHO, YTO TIPH LeJICHATIPaBICHHOM cOOpe aHaMHe3a OyneT
BBISIBJICHO 0OJIbIIIee KOJIMYECTBO TAKUX CIy4aeB ¢ MEHEe
BBIPaXKEHHBIMU KIMHUYECKUMU MposBaeHusiMu. [Tpu-
MeUaTeIbHO, YTO 10 JTaHHBIM OJHOTO M3 MCCIIeI0BaHWIA,
MEHCTPYaIbHBIN TIepUOI KaK TPUITEPHBII (haKTop Kpo-
BOXapKaHbs1 yKazaH y 16 % pecrioHIeHTOB C CUMIITOMAMU
JIK [29].

3aknioyeHue

JIK nmpu MB npencrasiisieT co00i CIOXHYIO KJIWHU-
YecKyro MpoobJjieMy, pu pelieHuu KOTOpoil TpedyeTcst
MYJIbTUAUCUMUIIMHAPHBIN Toaxon. C OgHOM CTOPOHBI,
anroputMbl KynupoBaHust JIK npu MB cxonHbI ¢ TAKOBBI-
MM TIPH APYTUX 32001 BAHUSIX: HEOOXOIMMEI KOPPEKIIUS
TUTIOBOJIEMH U, TIPUMEHEHNE aHTU(PUOPUHOIUTHIECKIX
npernaparoB, (paKTOpPOB CBepThIBaHUS KpoBU, DBA u ap.
C npyroii croponsl, ipu jieuenun JIK npu MB Tpebyet-
cs crreuUIHBIN MOAXO0d, TP KOTOPOM HEOOXOoanMa
ADBT u B OoTHENbHBIX CIy4yasiX — KOppeKLUsl KOMILJIeKca
WHTAJISILIMOHHBIX U KHHE3UOTEPareBTUYECKUX MPOLIEAYDP.
OTMeueHo, 4TO BaXHbIe acneKThl matoreHesa JIK
OCTAIOTCS He 10 KOHIIA M3YYeHHBIMU. YUUTHIBasI HaOJTIO-
JlaeMOe B TTOCJICIHUE NEeCITUIICTUS YBEIMICHUE TIPOIOI-
>KUTEBbHOCTU XKU3HU MaliMeHToB ¢ M B, cienyer oxunarthb
MOBBILIEHUS PACTIPOCTPAHEHHOCTU Pa3TUYHBIX OCJIOXHE-
HUI, aCCOLIMMPOBAHHEBIX C IIPOrPeCCUPOBAaHUEM 3a00J1e-
BaHMSI, TIO3TOMY aKTYaJIbHBIM SIBJISICTCS MCCIICIOBAaHMUE TTa-
ToreHeTnyeckux ocHoB JIK mist naapHeitein pa3paboTku
3¢ deKTUBHBIX 1 000CHOBAHHBIX AJITOPUTMOB JICUCHUSI.
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