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KNTUHUKO-OUATHOCTUYECKUE
OCOBEHHOCTU XPOHMNYECKOU
OBCTPYKTUBHOU BOJIE3SHU
NETKUX, ACCOUMNMPOBAHHHOU C
MANONATUYECKUM MUENODPUBEPO3OM

OPUTUMHANbHbIE UCCNEAOBAHUA

BHyTpeHHMue 6one3Hu

XpoHuMyecKas ObOCTPYKTMBHAA OONE3Hb NErkmx
(XOBN) B HacToALLEE BpemMAa, Hapaay C apTepuanb-
HOW TMNepTOHNEN, uemnyeckonm bonesHbio cepa-
U@ M caxapHbiM AnabeTom COCTaBAAKOT BeayLLyto
rpynny XpPOHWYEeCcKUx 3abosieBaHUI: Ha MX A0/
npuxogutca 6onee 30% Bcex popm natonorum ye-
noseka [12]. CoBpemeHHana KoHuenuna XOb/1, pas-
paboTaHHaA akcnepTamu BO3, yuntbiBaeT TOT daKT,
YTO TAMKECTb TEYEHMA M NporHo3 3abonesaHMAa BO
MHOTOM 3aBUCAT OT 3KCTPany/IbMOHa/IbHbIX NPOAB-
neHnn 6onesHn [14]. TeueHne XOB/1, neyebHble u
npodunakTU4Yeckne nporpammbl B 3HAUYUTENbHOM
CTEMNEHW 3aBUCAT OT HAaNMUYMA CONYTCTBYOLLENM NaTo-
noruun. B HacToAlee Bpema XOpoLIo U3y4EeHO coYe-
TaHue XOB/1 ¢ apyrumn pecnnpatopHbiMn 3abore-
BaHUAMM, TyOepKyne30M, CepAeUYHO-COCYANCTbIMMU
3aboneBaHMsMM, caxapHbim AuabeTtom [6, 7, 12].
[JOoCTaToYHO M3y4YeHbl TaKMEe CUCTEMHbIE MposAB/ie-
HuA XOB/1, KaK KaxeKkcua, octeonopos, meTabonnye-
CKUI CUHAPOM, BTOPUYHbIA 3PpUTPOLMTO3, aHEMMUS,
anchyHKUMA TpomboumTtos U T. 4. [1, 4, 8]. B Toxke
BPEMA BCTPEYAETCA HEe3HAauYUTe/IbHOE KONYECTBO
paboT, noceALleHHbIX codeTaHnto XOBJ1 ¢ BHene-
roYyHOM OHKOoMaTo/IorMer, B 4acTHOCTU, C remob-
nactosamu [2, 3]. Manonatnyecknii mmenodpmnbpos
(MM®) saBnseTcA [OBOMBHO PACAPOCTPAHEHHbIM
remo61acTo30M C XPOHUYECKMM TEYEHMEM B NoAa-
BaAloWemM 6onbmMHCTBE cay4daes [5]. Mpu aTom na-

Peslome  IM3ydeHbl  OCODEHHOCTM  TedeHuA
XPOHMYECKOM 06CTPYKTUBHOM 6one3sHu
nerkux (XOBJ1) y 604bHbLIX MAMONATUYECKUM
muenopubposom (MMD). Mo yacTtoTe

conyTtcTBylowmx 3abonesaHun npu UMO XOB/
HaxoamuTca Ha TpeTbem mecTe (31%). Y 601bHbIX
MM® B KnetoyHoit ¢ase 3aboneBaHMAa 3Hauu-
TEeIbHO [O/blle COXPaHAKTCA TaKue npossie-
HuA obocTpeHua XOBJ1, Kak oJbilKa, c/i1abocTb,
NOTAMBOCTb, MOBbILWEHME TemnepaTypbl Tena,
3amenieHHaa OpOHXOCKoMnMyeckas AuHamuKa. B
dasze munenodmnbposa oTMevaeTca 3amedsIeHHasn
AMHAMMUKA  BCEX  KAMHUYECKUX  NpOoABAEHUM
H6poHxo00bcTpyKTUBHOTO Npouecca. XOBJ1y 60nbHbIX
NM® npuobpeTaeT bonee TAXKeN0e U 3aTAXKHOE Te-
YyeHue n, BCBOK 04epesb, OCNIOXKHAET remaToiornye-
CKYIO MaTo/Iornto BCaeacTBMe NPUCOeANHEHUA Abl-
XaTeNbHOM U Iero4YHO-cepaeYHOM HegOCTaTOYHOCTH.

KnioueBble cnoBa: XpoHMYeckaa oOO6CTPyKTMBHAA
60n€e3Hb NIerkux, MamonaTuyeckuin mmenodpubpos.

umeHTbl XOBJ/1 1 UM®, Kak npaBuno, NpuHaanesKkaT
K OZLHOM M TOW e Bo3pacTHoM rpynne [5, 12].

Llenbto gaHHOro uccaenoBaHmAa ABUAOCb U3yde-
HMe ocobeHHocTel TeyeHua XOB/1, accoummnpoBaH-
HoM c UMO.

Martepuanbl U MeToAabl UCCNenoBaHUSA

MN3yyeHbl 0COOEHHOCTU TEYEHUA XPOHUYECKOM
0bcTpyKkTUBHOM Bos1e3HN nerkmux (XOBJ1) y 60/1bHbIX
nanonatuyeckum mumenodpmnbposom (MM®). U3 35
obcnenoBaHHbIX 60nbHbIX ¢ UM® y 11 6blna ana-
rHocTupoBaHa conyTcTeytowaa XOb/1 (31%). Cpeam
conyTcTBytOWMX 3abonesaHnii npu UM® XOB/ 3a-
HMMaEeT TpeTbe MecTo Nnoc/e rmnepToHnYeckomn 6o-
Ne3HU U nwemmnyeckon bonesHun cepgua. AnarHos
XOB/1 Bcem 6bin1 BbICTaB/IEH 40 TOTO, Kak NOABUIUCH
nepsble KAMHWYECKME U nabopaTopHble NMPU3HAKK
NM®. MyKumnH — 9, KeHWmH - 2. CpegHuit Bo3pact
- 50,5+3,5 roga. Y Bcex B aHamHe3e OTMe4asnochb
anvtenbHoe Kypenue (oT 20 go 40 neT), MHAEKC
KypAawero yenoseka (MKY) — 31,6 +4,5 nauka/ner.
MpPoAoNKNTENBHOCTL OT MEPBUYHOWN ANATHOCTUKM
XOBJ1 po BKkAtoveHUA B nccnegosaHune no MM - ot
5 po 10 nert. Y 6 naumnentos UM® gmnarHocTMpoBaH
B KNeTo4yHol dase, y 5 - B ¢pase mmenodpmbposa u
ocTeockneposa. lMauneHtol ¢ UM B KneTtouyHoWM
dase nonyyannm XMMuMoTepanuio rMaPOKCUMOYEBU-
HOM WMAU PEKOMOUHAHTHbIMKU MHTEepdpepoHamu. Y
60nbHbIX UM® B cTagmum muenodpunbposa ncnosnb-
30Ba/IN KaK LMTOCTAaTUYECKYLO TEPANUIO, TaK M Nyye-
BYIO Tepanuto Ha 06/1acTb cene3eHKn Npu ee 3Haum-
TENbHOM YBE/IMYEHUMN.

B KOHTpO/bHYIO rpynny BKAtoYeHO 20 601bHbIX
XOB/J1 6e3 conyTtcTBYytoWEero remobnacrosa: 13 - co
cpeaHeTsakenon crenedbto (Il ctagua), 7 — ¢ 1a-
xenoim TeyeHuem (Il ctagma) B COOTBETCTBMM C
knaccudumraumen GOLD 2011. MyKunH — 18, KeH-
WwuH - 2. CpegHuit Bospact - 53,2+2,2 roga. Y Bcex
B aHamMHe3e OTMeyYanocb AnTenbHoe KypeHue (oT
20 po 40 neT), HAEKc Kypsawero yenoseka (MKY)
— 31,945,0 nayka/net. OCHOBHbIMU KJMHUYECKUMMN
npoasneHnammn XOBJ1 6biamn oablliKa, Kawesb, Bbl-
OeNeHne MOKPOTbI (CM3UCTO-THOMHOIO MU THOM-
HOro XxapakKTepa), NOT/IMBOCTb, C1abocTb, BbicTpan
YTOMIAEMOCTb, MOBbIWEHNE TemnepaTypbl Tena.
Y 4 naumeHToB Mmenacb MPeumyLLeCTBEHHO 3M-
¢dur3emaTosHan, y 4 — npeMmyL,ecTBEHHO BPOHXMU-
Thyeckas, y 12 — cmelaHHana (coyetaHHan) ¢opma
XOB/1. Y 16 nauneHToB OTMEeYancsa NoCTOAHHbIN Ka-
Wenb C BblAeNeHMEM MOKPOTbI CIM3UCTO-FTHOMHOIO
WA THOMHOrO XapaKTepa, YeTBEPO OTMeYannm Ka-
Wwenb B yTpeHHMe Yacbl. OabIWKy nNpu pusmnyeckomn
Harpyske otme4yanu 13 6onbHbIX, B nokoe - 7. Co-
rNacHO mMoaAndULUMPOBaHHOMY onpocHUKY MRS ana
OLUEHKN CTeNeHW TAXKECTU oAablwKM y 13 yenosek
OTMEeYeHa OoAblliKa CpeaHeN CTeneHu Taxkectu (2
CTeneHb), y cemun — Taxkenaa (3 creneHb). Yyactue
BCMOMOraTeNIbHON MYCKyNaTypbl NPU AbIXaHUKU aMa-
FTHOCTUPOBAHO Yy 7 6O/bHbLIX. Y 7 OTMEYEH BbipaKeH-
HbI UMaHo3. MNpu dM3MKanbHOM 0bCcefoBaHUN Y
14 naumeHTOoB OoTMeYanacb amédusemaTtosHas Ppop-
Ma FpyaHOM KNeTKU. J1IeroyHblil NepKYTOPHbIN 3BYK
onpegenanca y 6 60/bHbIX, KOPOBOUHbIN - y 14,
Mpw ayckynbtaummn nerknx y 10 60nbHbIX AblxaHWe
6b1710 KecTKkuM, y 10 paBHOMEpPHO ociabaeHHbIM
BC/IEAICTBME HanMuuma samdpusembl nerkmx. Y 16 ve-
NIOBEK BbICAYLIMBANNUCD CyXMe CBUCTALLME XPUTbI, Y
4 — BNa*KHble B HUXKHUX OTAENAX 33 CYET CKOMIEHMUA
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B nNpocBeTax 6poHxoB cekpeTa. Mpu ayckynbTaumm
cepaua y 14 60nbHbIX TOHbl 6bIM NPUMNYLIEHDI
BCNeACTBUE HANNUMA ambur3embl. Y 7 YeNOBEK Bbl-
CAyLWMBaANcA akueHT Il ToHa Haa neroyHolm apTepu-
en. YacTtoTa gbixatenbHbix gsuxkennin (Y44) ysenu-
yeHa y 14 yenosek. Y 5 otmeyanacb HOpmoKapams,
y 5 - TaxMKapauaA pasIM4yHOM CTENEHM BbIPAXKEHHO-
ctn. Mpu npoBeaeHnn 6poHxockonum y 13 yenosek
6bln BbIABMEH ABYCTOPOHHUI AUDPY3HbIA SHAO-
6poHxmT c UB Il cteneHn, y 7 — UB Il ctenenun. Mpwn
NPOBeAEHUN KAMHUYECKUX, MHCTPYMEHTA/IbHbIX W
NabopaTopHbIX MCCNeaoBaHMI Yy BCeX MauMeHTOoB
¢ XOBJ1 13 KOHTPOANbHOM rpynnbl Obiia BbiABNE-
Ha XpPOHMYEeCKaa AblxaTenbHaAd HeAOoCTaTOYHOCTb
(AH): y 4 60nbHbIX - N0 06CTPYKTUBHOMY, Y 4 - NO
pPecTpuUKTUBHOMY, Y 12 - N0 cMelwaHHOMY TUnam.
OH Il ctenenun (noaBneHne oabiWKM Npu 06bIYHOM
Harpyske) - y 13, Il cteneHu (ogbllwKa B noKoe) -y 7
yenosek. [pn npoBeaeHUN PEHTIEHONOINMYECKOro
nccnepoBaHuA ampursema JIerkux AnNarHoCTUpOBa-
Ha y 16 60nbHbIX, ANDPY3HbIA MHEBMOCK/IEPOS - Y
13.

Mpn aunarHoctuke obocTtpeHma XOBJ1 yuuTbl-
Banu cneayloume rnokasaTenu: KAMHUYeckue npu-
3HaKM — yBe/IMYEHNE NPOAYKUMM MOKPOTbl U ee
FTHOMHbBIN XapaKTep, HapacTaHWe OAbIWKK, Kalins,
YXyALEeHNE ayCKyNbTaTUBHOM KapTUHbl B NETKUX,
yBe/NIMYEeHMEe CTeNneHn orpaHuyeHus U3NYecKom
aKTMBHOCTM, YACTOTbl AbIXaHWA, y4yacTMe BCMOMO-
raTe/lbHOM MYCKyNaTypbl B aKTe AbIXaHWA, NOBbI-
LUeHMe TeMmnepaTypbl Tena; GYHKUMOHA/IbHbIE KpU-
TEpPUN yxyplweHua: PyHKUMA BHELIHEro AblXaHuA
(®BA) npu cnuporpadum n nukdayometpum; nabo-
paTopHble NPU3HAKK BocnaneHuaA: yckoperHue CO3,
yxyalweHue nokasatenen Pa0,, PaCO,, pH; AaHHble
HPOHXOCKOMMYECKOM KapTUHbI (yBeANYEHME cTene-
HW 3HAO0B6POHXUTA U UHTEHCUBHOCTU BOCNAIEHMA).

CLINICAL AND DIAGNOSTIC PECULIARITIES OF
CHRONIC OBSTRUCTIVE PULMONARY DISEASE AS-
SOCIATED WITH IDIOPATHIC MYELOFIBROSIS
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Abstract The features of chronic obstructive pulmo-
nary disease (COPD) in patients with idiopathic my-
elofibrosis (IMF) have been stadied. According to
the frequency of comorbidities in IMP, COPD is on
the third place 31%. Patients with IMP in a cell phase
of the disease much longer have such manifesta-
tions of COPD exacerbations as shortness of breath,
weakness, sweating, increased body temperature,
slow bronchoscopic dynamics. In the phase of my-
elofibrosis a slow dynamics of all clinical manifesta-
tions of COPD is marked. COPD in patients with IMP
becomes more severe and protracted and, in turn,
complicates the hematological abnormalities, due
to the addition of respiratory and cardiopulmonary
diseases.

Key words: chronic obstructive pulmonary disease,
idiopathic myelofibrosis.
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Tabauua 1. OcHoBHble npoasaeHusa XObBJ1y 6onb-
HbiX UM

Cumntom Konunyectso
60/1bHbIX
Kawenb 11
Opabiwka 11
BbloeneHne MoOKpoTblI: 11
1. cAM3nCTO-THOMHanA 8
2. THoOlHasn 3
Yeennuyenune 444 7
O6wan cnabocTb 10
MotnnsocTb 10
MoBbiweHue t° 7
BbicTpaa ytomnaemoctb 7
bonu B MbllWL@X FpyAHON KNETKU U 4
KMBOTA
Lnanos 4
Xpunbl: 11
1. cyxue 11
2. B/IaXKHble, B HUXHUX oTAenax 3
JNIerkmx
ecTKoe gbixaHne 5
OcnabneHHoe apixaHue 6
CMMNTOMBI MHTOKCMKaLMmn 8
MoxypeHune 7

MPUYNHHBIMKM PaKTOpamn pa3BuTUA 0b6OCTpeHUus
XOB/1 6611 OPBU 1 nepeoxnaxaeHue. 06 yraca-
HMM BOCMA/INTE/IbHOIO NPOLLECCA FOBOPUAN NO CTe-
NeHU Perpeccunu BollenepeyuncieHHbIX NPU3HaKoB.
YpoBeHb nenkounTosa U Hentpodunnesa npu au-
arHoctuke obocTpeHua XOB/1 He yuuTbiBanu, Tak
KaK He3HauYMTeNbHOEe yBeIMYEHNE KONMYECTBA Neit-
KOLMTOB M HENTPOPUNOB MOXKET HabntoaaTbCA Npu
NMO.

OB/l onpegenanacb C NOMOLWbIO anmnapaTa
Fukuda (AnoHuAa). YnbTpasBykoBoe mcciegoBaHue
cepaua npoBoaunu Ha annapatax Shimadzu SDU
500 A u Aloka 650SSD (Anonua). OnpeaeneHne
KMCNOTHO-Weno4YHoro coctoaHuna (KLLC) u rasoso-
ro COCTaBa KPOBW NPOBOAUIOCL NMPU MOMOLLM aB-
TOMATMYECKOro ra3oBoro aHanamsatopa AVL-995 Hb
(ABcTpuA).

OuarHoctnyeckas ¢umbpobpoHxockonua npo-
BOAMNACHL C MCMOSib30BaHNeM PpUbBpobpoHXoCcKona
Olympus (AnoHua). Ona onpeneneHns UHTEHCUB-
HOCTM BOCMaNeHUA CAN3UCTON 060N0YKM Tpaxen U
H6pPOHX0B MCNONb30BaNN Kputepum Lemoine B mo-
anodvkaumm U, lykomckoro n M.I. Opnosa, C.MN.
OB4apeHKOo M COaBT.

Pe3ynbTraTtbl UccnegoBaHua u obeykaeHue

OCHOBHbIMU  KNIMHUYECKMMWU  NPOABAEHUAMM
XOBJ1y 60nbHbIX UM® 6binn 0abILLIKa, KalLENb, Bbl-
AeNeHne MOKPOTbI (CIM3UCTO-THOMHOTO MW THOM-
HOro XapaKTtepa), NOTAMBOCTb, C1aboCTb, ObiCTpas
YTOM/IAI€MOCTb, MOBbILEHME TeMMepaTypbl Tena u
T. A. (tabn. 1). Y 7 naunmeHToB OTMeYancs nocro-
AHHbIA Kawenb C BblAENEHMEM MOKPOTbl CAU3MU-
CTO-THOMHOIO WM FTHOMHOro Xapaktepa. YeTbipex
6ONbHbIX Kawenb 6ecrnoKounn TONIbKO B yTPeHHue
yacbl. OablWKy nNpu GpU3MYECKOM Harpyske otme-
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Tabauua 2. lMuHaMMKa OCHOBHbIX KAMHUYECKUX cumnTomoB oboctpeHua XOBJ1y 6onbHbix UM® (Mim)

Cumntom/npusHak ANNTeNbHOCTb COXPAHEHUA cMMNTOMA (AHW)
2-7 KOHTp. 60nbHble XOB/I, 6onbHble XOB/,
rpynna acCoOUMMPOBAHHOM  aCcCOLMMPOBAHHOM C
(n=20) cMM® B NM® B pasze
KNnetoyHom dase muenodunbposa
(n=6) (n=5)
Kawenb 11,9+1,8 14,2+2,0, p>0,05 19,3+3,0, p<0,05
OabliwkKa 2,7%£0,5 5,1%0,9, p<0,05 14,5+2,0, p<0,001
BoiogeneHne mokpotol 8,5+1,5 9,8+1,5, p>0,05 16,5+1,9, p<0,01
Xpunbl 7,0+£1,0 7,5+1,1, p>0,05 11,9+1,5, p<0,05
CnabocTtb 6,2+0,9 12,3+1,5, p<0,01 17,6%2,5, p<0,001
MoTnAnBocCTb 6,9+1,0 14,8+1,2, p<0,05 14,9+1,3, p<0,05
MNoBbiWweHUe 5,2+0,9 11,9+1,3, p<0,001 15,1+1,8, p<0,001
TemnepaTypbl
MosbiweHne CO3 13,041,1 15,1+1,5, p>0,01 19,1+2,5, p<0,01
bpoHxockonuyeckaa  14,0+1,2 18,1+1,4, p<0,05 18,8+1,2, p<0,05
ANHAMMKA
CnuporpadunyecKkasn 15,5+1,3 16,1+1,2, p>0,05 21,5+1,5, p<0,01
ANHaMUKa

MpumeyaHue: KaK «noaoxumesnbHyo OUHAMUKY» PACUeHUBA/U 8038paAWEHUEe K MoKazamenam 00 «cmabunbHol ¢haszel»; p —

docmosepHocms paszauyudl.

Yyanm 6 6onbHbIX, B Nokoe — 5. CornacHo moandu-
LMpoBaHHOMY onpocHMKY MRS ana oueHKku crtene-
HW TAMECTU OAbIWKM Y LWeCTM NauMeHToB umenachb
oAblliKa cpeaHen TAXKecTn (2 cTeneHb), y NATK
— Taxkenasa (3 creneHn) ogplwKa. Yyactme BCrOMO-
raTe/lbHOM MYCKynaTypbl NPU AbIXaHWUM ANATHOCTU-
poBaHO y 4 60nbHbIX. YBennyenune Y44 otmeyeHo
y 7 naumeHToB. Bce 60nbHble oTMeYanm cnaboctb u
NOTANBOCTb. Y 4 60/bHbIX Obl1 OTMEYEH NIerOYHbIN
umnaHos (tabn. 1).

OfaplWwKa, NoTAMBOCTb, cNabocTb, bbICTpas yTom-
NAEMOCTb, MOBblWEHWEe TemnepaTypbl Tena MoryT
6bITb NposasneHnem MM® npu nporpeccupyroem
TeyeHUM 3aboneBaHusA, ocobeHHO B dase mueno-
¢nbpo3a, nostomy Bo BCex NoAOOHbIX CUTyaumax
NbITaNNCb BbIACHUTb, ABNAKOTCA AaHHbIE CUMNTOMbI
npoasneHnem XObJ1, UM® nnun accounmmpoBaHHbIM
npossneHnem oboux 3abonesaHmin. OapiKa Mo-
XeT ObITb, Kak nposasneHmnem XOBb/1, Tak n UM® npwu
pa3BMTUM aHeMuK. Y Bcex 5 6onbHbIXx UM® B dase
mnenodpmnbposa oTmeyanca ypoBeHb remMoroburHa
Huxe 100 r/n. Y Taknx naumeHToB KynMpoBaan aHe-
MUWYECKUIN CUHAPOM, U €CNU OAblLLKa COXpaHANachb
(y 4 6bonbHbIX), TO pacueHMBaNN ee, KaKk npossJie-
Hune XOB/1.

Mpwn 3TOM y4MTbIBANM, YTO Y BCEX MALMEHTOB B
cTagun muenodpubposa 6biAM 3HAUYUTENbHO YyBe-
JIMYEHbI CeneseHKa W MNeyeHb, YTO TaK *Ke MOIo
cnocobcTBOBaTbL Pa3BUTUIO KOMMNPECCUMOHHOIO CUH-
APOMa M oablWwKKN. OgHAKo, Nocne NPOBEAEHUA XU-
MWOTEPANUK UAN Ny4eBOM Tepanumn Ha obnacTb ce-

NIe3eHKN 1 ee COKpaLleHUA, oapbllKa COXpaHAnach,
yTO 6bINO AOMOJIHUTENbHLIM KPUTEPUEM B MOJb3Y
OTHEeCeHMA 3TOro CMMNTOMa Kak npoasneHua XOB/1.

MoTtnmBocTb, cnaboctb, BbiCTpana yTOMAAEMOCTb
M NOBbILWEHMe TemnepaTypbl Tena y 60NbHbIX B
NM® daze mmenodpmnbposa n octeockneposa, acco-
ummpoBaHHoro ¢ XOBJ1, pacLeHMBann KaK coyeTaH-
Hoe nposAs/ieHne obounx 3abonesaHnit. Tem 6onee,
YTO Yy BCEX 3TUX MALMEHTOB MMENIUCL BblPa*KeHHasA
renato- U CNJIEHOMEranA, Kaxekcusa, occanrnm, mu-
anruu, YTo roBOPU/IO B NO/b3Yy NPOrPeccUpyroLLLEero
TeyeHnA remobnacrosa.

Y 60/sbHbIX B KnetoyHon ¢dase MM, accoumu-
poBaHHoro ¢ XOBJ1, aHeMnK, KaxeKcumn, occanrum,
MUANTUA N APYTUX NMPOSABAEHMIA NPOrpeccupoBaHmn
ONyXx0NeBOro NPoLecca He BbiiBNEHO. 3HAaYNTENbHO
yBennyeHHaa B aebiote 3abonesaHuAa ceneseHka
nocsne NpoBeAeHUA XMMUOTepPanum yMmeHbLlanach B
pa3mepax, HO oAbllKa, NOTIMBOCTb, cnabocTb, Obl-
CTPas YTOMIIAEMOCTb U - Y 2 Ye/I0BEK — NOBbILEHME
TemnepaTypbl TeNla, COXPAHANUCH, MOSTOMY AaHHble
CMMMNTOMbI pacLeHmnBanm Kak npoasneHue XOBbJ1.

MNpu npoBeaeHUU KAMHUYECKOTro, WUHCTPYMEH-
TaNbHbIX U N1abopPaTOPHbIX UCCAEA0BAHUMN Yy BCeEX
nauneHToB Oblia BblABMEHA XPOHMYECKana Ablxa-
TeNbHaA HegocTatodHocTb (AH): y 2 60nbHbIX MO
OBCTPYKTUBHOMY, Y 3 — MO PECTPUKTUBHOMY, Y 6 -
no cmetwaHHomy tunam. AH Il ctenenu 6bina gma-
rHoctupoBaHa y 6, Ill cteneHun - y 5 yenosek. lpu
npoBeAeHUN PEHTFEHOIONMYECKOro UCCNea0BaHuUA
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amour3ema Nerknx gMarHocTMpoBaHa y 9 60nbHbIX,
AnPdy3HbIN MHEBMOCKNEPO3 -y 7.

Y 3 60nbHbIX 6blNa ANArHOCTUPOBaHA Npenmy-
WeCTBEHHO 3MdU3eMaTosHasn, y 2 — npeumyLie-
CTBEHHO BpoHXMTMYECKas, ¥ 6 - cMellaHHan (cove-
TaHHas) ¢opmbl XOB/1.

Mpun ¢dm3mnkanbHOM obcnesoBaHUM y 6 NaumeH-
TOB OTMeYeHa amdulemaTtosHaa dopma rpygHom
KneTku. Mpu nepKyccMm Hag BCei MOBEPXHOCTbIO
NErkKMX Yy HUX BbICNYLIMBANCA KOPODOOYHbIN 3BYK,
ayCKYNbTaTUBHO - PaBHOMEPHO ociabneHHoe Abl-
XaHue. Y 5 mauMeHToB Npu MepKyccuM oTMedvanmu
NeroYHbl 3BYK, NPU AyCKy/NbTaALMMU - }KeCTKoe Abl-
XaHue. Y Bcex BbICAYLIMBANAN CBUCTALLUE XPUMbI, B
3 cayyanx paccesHHble, B 8 CIy4anAX - BblparKeHHble
no Bcem nonAm. BnaskHble Xxpunbl 3a cYET cKonne-
HWA CeKpeTa B MpocBeTax HBPOHXOB BbICNYLIMBA-
nnck y 3 naumneHToB. MNpu ayckynbTaumm cepguay 6
4eN0BEK TOHbI OblNIM NPUMNYLLIEHbI 3@ CHET HAaNYMA
amduszembl. ¥ 4 yenoBeK BbICAYLIMBAICA AKUEHT
BTOPOrO TOHA HaA, Iero4HOM apTepueit. Y 6 oTmeva-
Nacb HOpMoOKapAaus, y 5 - Taxukapama.

dunarHoctnyeckas 6poHxockonua 6blna npose-
AeHa Bcem 11 6onbHbIM ¢ XOBJ1, accounmpoBaH-
Holi ¢ UM®. Y 8 yenoBek 6bin BbiAB/IEH [BYCTOPOH-
HUI Anddy3HbIM 3HA06pPOHXUT Il ctenenu, y 3 — I
CTeneHm.

CpeagHerpynnoBble nokasatenn @OBA  npu
cnuporpadum y 60onbHbix XOBJ1 B coyeTaHuu C
UM® 6binn cnepyrowme: HEN — 52,243,0%A4,
O(DB - 50,1+2,5%0, UBT — 49,6%t4 S%LI,, no-
C — 34 9+2 ,5%/4, MOC__ — 30, 2+4 ,0%/, MOC,,

—*45,2+2,9%[1, MOC,, — 35,7+2,8%]]. OHU He UMé-
MM JOCTOBEPHbIX PA3nMUMA €  aHANOMUYHBIMM
noKkasatensamum y 6onbHbix XOBbJ1 6e3 conytcTBy-
owero remobnactosa (2-1 KOHTpO/AbHas rpyn-
na): MEN — 54,242,7%[, O®B. — 52,5+2,2%],
MBT — 51,912 1%,£|,, noc, - 36,]7i2 7%LI,, MOC,,
- 33,512,5%£I,, MOC, - "434,9+3,3%/1, MOC,, =
39,8+4,1%/.

B cooTBeTcTBMM C KnaccuduKaumen Taxectu
XOBJ1 [11, 12] anarHocTnpoBaHo 6 6osbHbIX |l cTa-
Anun — cpeaHeTtaxkenan (3 B knetouHon ¢ase MM
n 3 B dase mmenodpunbposa) u 5 6onbHbIX Il cTagum
— TAxenan (3 B kKnetouHon dase UM un 2 B dase
Mmuenodpubposa).

MPUYNHHbIMK daKTopaMKn pasBuUTMA obocTpe-
Hua XOBJ1 6binn nepeoxnaxkgeHne u OPBU. Oua-
FHOCTMPOBANW NETKYIO, CPEAHION, TAXKENy cTene-
HU 06OCTPEHUA, KPalHE TAXKENION M YrpoXKatoLlen
CTEMNeHen He perncTtpupoBann. I3 MoKpoTbl Bblae-
ANV B NAaTOreHHOM TUTPE c/ieayloume Bo3byauTe-
nu: S. Pneumonia, H. Influenza, M. Catarrhalis.

KAWMHMYECKMX NpOABNAEHUIN  AEKOMMEHCUMPO-
BaHHOro nero4yHoro cepaua y 6onbHbix XOB/1, ac-
coummpoBaHHoit ¢ MUM®, BbisBneHo He 6bino. B
TO e Bpemsa y Bcex 11 nmaumeHToB, MO AAHHbIM
9XO-KT, bbina AgvarHocTMpoBaHa JIeroyHas runep-
TeHsua (CpAN1A y 29,4+1,7). TonwmHa MuoKapaa
nepeaHen CTEHKM NPABOro »Keayao4vka B ANACTONy
(TMNC,,, ) socToBepHO yBE/NN4YMBANACh U HE UMena
pasnw-lmm C KOHTponbHOM rpynnon. KAP, KOO, KCO
NpPaBoro *KenyaoyKka Tak e AOCTOBEpPHO MOBbILLa-
NNCb M BbINM TaKMMU XKe, KaK B rpynne nauuMeHToB
¢ XOBbJ1 6e3 remobnacroza. OTMEYEHO CHUXKEHUE

dpakumm Bbibpoca MHK. AnarHOCTMPOBAHO CHUMXKeE-
HME MaKCMMaZIbHOW CKOPOCTU KPOBOTOKa B ¢asy
paHHero (6bICTPOro) AMACTONMYECKOro HamnoaHe-
HWs npasoro »kenypouka (E; ), 3HauuTenbHoe no-
BblLUEHWE MaKCUMaNbHOWM cxopocm KPOBOTOKa BO
BPeMA CMUCTO/bI Npeacepaunii B ¢asy nosgHero au-
ACTO/IMYECKOrO HAMO/IHEHMA MPABOro KenyAoudka
(A )VI COOTBETCTBEHHO, CHUMEHUe OTHOoLeHns E/A
TK (P<0 001). Takum o6pa30M y 60nbHbIX UMD,
accounmnpoBaHHoi ¢ XOBJ1, HabntopatoTca neroy-
Haa TMNEepPTEH3UA M HapYyLUEHNE CUCTONMUYECKON U
OMACTONINYECKON QYHKLUMIN MNPaBOro *Kenyaouka,
YTO MOXKHO TPAKTOBATb KaK MPOABJEHME KOMMEH-
CMPOBAHHOTIO JIErOYHOro cepgua. Beayuwyo ponb
B Pa3sBUTUWN HAPYLLUEHWUM NErOYHON reMoANHaAMUKK
npu accoumaumnm 3Tux 3aboneBaHnii NPUHaAANEKUT
XOB/.

LLlecTepo nauMeHTOB CO CpeaHETAKENbIM Teye-
Hnem XOBJ1 nonyyanun Tepanuio berta,-aroHucra-
MW KOPOTKOTO AeiCTBUA Mo I'IOTpe6HOCTM Cpeaun
60nbHbIX C TAXenonh craanent XOBJ1 aBoe nauu-
€HTOB Mo/sy4Yanu 6eTa2-aroHUCTbl KOPOTKOro Aek-
CTBMA U TPOE -A/INTENIbHO AENCTBYIOLINE AHTUXONU-
Hepruyeckme npenapartol. MNpu oboctpeHmnn XOB/
BCEM OO/bHbIM HA3HA4Ya/NCb AHTUXOJIMHEPTMYe-
CKMe npenapaTtbl MPOJIOHTMPOBAHHOIO AeNCTBUA
(tvotponua 6pomua), 6eta -aroHUCTbI yepes He-
bynaiizep (canbbytamon B cyTquom nose 10 mr),
WHransiLMOHHbIE TIOKOKOPTMKOMAbI (byaecoHns, B
cyTouyHon aose — 0,75 — 1 mr), aHTMBMOTUKOTEPa-
nua, BpoHXoCKoNMyecKkan caHauna 6poHXManbHOro
OepeBa, MyKOIMTUYECKaA Tepanua u T. 4. AnHamu-
Ka KAMHUYECKUX nposasaeHnn oboctpenmna XOBJT y
60nbHbIX UM® conocTaBnsnack ¢ AMHAMMUKOM 3TUX
nokasarteneiny 6onbHbix XOBJ16e3 UM® (KoHTpONb-
HaA rpynna) (tabn. 2). Beuay ocobeHHocTen UM
ONA KOTOPOro XapaKTepHbl NeMKOUMTO3 U HEUTPO-
dunnnes B aHanM3ax KPOBM, MOKA3ATENN KO/IMYECTBA
NIeNKOUMTOB U HEUTPODUNOB HE YYUTbIBANUCHL NPU
OLLEeHKe CTeneHW TAXECTU U AUHAMMUKU KAUHUYe-
cKmx nposasneHuit XOBJ1 B nepuog oboctpeHus.

Y naumeHTos ¢ XOB/1, accoummnposaHHoi c UM
B KJIETOYHOM ¢ase, Mo CpaBHEHUD C OGO/bHbIMU
XOB/1 6e3 remobnacrtosa oTmMeyaeTcs 3ameaseH-
Haa AMHAMWKa cleayloWwmx NposaBaeHnn obocTpe-
HUA OPOHXOOBCTPYKTUBHOIO NpoLecca: OAblWKa,
cnabocTb, NOTANBOCTb, MOBbILEHME TEMMEpPaATypPbI
Tena (tabn. 2). Y 6onbHbix XOBJ1, accoumMmpoBaH-
Holi ¢ UM® B dpase mmnenodpubposa, 3HaYNTE/IbHO
A0/blle COXPAHAOTCA BCE KAMHMYEecKuMe u nabo-
paTopHble NpPOABAEHUA OPOHXO0OCTPYKTUBHOIO
npouecca (Tabn. 2). Mpu 3TOM y4MTbIBANOCH, YTO
y 3TMX 60MbHbIX OAbIWKa, €1abocTb, NOTANBOCTD,
NoBbIlEHME TemnepaTypbl Tena n yckopeHmne CO3
MOTryT 6bITb, Kak npoasneHnamm XOB/1, Tak 1 UM®.
OpaHaKo Kalwenb, Bblae/fieHne MOKPOTbl U XpUMbl B
GpoHXax SABNAIOTCA TO/MIbKO MPOABNEHUAMU OPOH-
X006CTPYKTUBHOrO npouecca. Y 6osbHbix NM® B
obenx dpasax bbina oTmeyeHa 3ameaieHHaa bpoH-
XOCKOMMYecKasa AMHAMMKA. 3aTAXKHAA cnuporpadu-
Yyeckas AuHamuka oboctpeHua XOBJT anarHocTu-
poBaHa ToNbKO B Ppa3y muenodpubposa.

Mo Hawemy MHEHUIO TAKENOMY U 3aTAXKHOMY
TEYEeHUO OCHOBHbIX NpoasaeHnn XOBJT y 60nbHbIX
NM®, nommnmo xapaKTepHOro 4na scex remobaacTo-
308 BTOPUYHOrO MMMyHoAeduMUNTa, cnocobeTByeT
cneundunyeckoe nemkeMmnyeckoe nopaxeHue ner-
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Kux u BpoHXOB Npu AaHHOM remobnactose - pac-
LWMPEHNE M MOSIHOKPOBUE KPOBEHOCHBIX COCYAOB,
TpomboLMTapHbIe arperaTbl B COCYAaX MUKpOUMp-
KYNATOPHOro pycsia npu Hanmyuum Tpombountosa B
nepudepmnyeckon Kposu, y 60abHbIX ¢ 61aCTHbIM
KPU30OM 1 BbICOKMM SIEAKOLMTO30M B nepudepuye-
CKOM KPOBU — NeMKocTasbl B MEJIKUX cocyaax, neu-
KO3Hasa MHOWUABTPaLMA NErKMX n BPOHXOB, HapyLue-
HWe 3HA0OPOHXMANBHON MUKPOTEMOLMPKYNALUN
[9, 10]. Kpome Toro, UM® - 310 remobnactos npu
KOTOPOM NPOUCXOAMUT Hanbosbluee yBeUYEHME Me-
YEeHM U ceneseHkM, 4To cnocobcTByeT KOMMpPeccun
Anadparmbl, HAPYLEHNIO ee SKCKYPCUU U, COOTBET-
CTBEHHO, CHU}XEHWIO BEHTUAALMOHHOW OYHKLUK
nerkmx [11].

Taknum obpasom, coyetaHne XOBJZT u UM® B3a-
MMHO OTArolaeT TeyeHne obonx 3abonesanHuii. Ma-
TONOrnen 6POHXONEroYHOM CUCTEMBI U Anadparmbl
npu gaHHOM remobnactose B 3HAUUTENbHOM CTe-
neHn obyCNOBMEHO TAMKEN0e U 3aTAKHOE TeyeHue
XOB/1. B cBoto ovepeab XOBJ1 yTarkensaet teyeHue
NeliKo3a BCNeACTBUE YrKe CYLLECTBYHOLMNX CTPYKTYp-
HbIX HapyLleHNn BPOHXONEroYHOM CUCTEMBI U pas-
BUTUA AbIXaTe/IbHON M JIErOYHO-CepAeYHOM Heno-
CTAaTOYHOCTU. 3amefNeHHAsas AMHAMMKA OCHOBHbIX
npossneHnin XOBJ1 cBMAeTeNnbCTBYeT 0 Heobxoau-
MOCTU ONUTENbHON M aAeKBaTHOM Tepanum 6poHxo-
obcTpyKTUBHOTO Npouecca npu MM,

BbiBoAbl

1. Y 60nbHbIX UM® B 31% cnyyaeB BCTpeyaeTcs
conyTcTBytollee 3abonesaHne — XOB/1. Mo yacToTe
conyTtcTBytowmx 3abonesaHmin npu MM®P XOB/1 Ha-
XOOMTCA HA TpeTbeM mecTe.

2. Y naupenTtoB ¢ MM® B KnetouyHol ¢ase 3a-
60n1eBaHNA 3HAYNTENbHO AONbLUE COXPAHAOTCA Ta-
Kne npoasneHna oboctpeHma XOBJ1, Kak ogblliKa,
cnabocTtb, MNOTAMBOCTb, MOBbIWEHME TEMMEPATYPbI
Tena, 3amennieHHas OPOHXOCKONMYECcKas AWHa-
MWKa. B dpaze muenodpubposa otmeyaercs 3amen-
NIeHHaA AMHAMMKa BCEX KANMHUYECKUX NPOABAEHUN
XOB/.

3. KomopbuaHoctb XOB/1 1 UM® B3anmHo oTa-
rowaeTt TeyeHne oboux 3abonesaHuii. Matonoruen
H6poHXxoNnero4yHom cuctemol 1 gnadparmol npu MM
B 3HAUUTE/NIbHOM CTeneHu obyCNOBNEHO TAXKEN0e U
3aTAaxHoe TeyeHune XOBbJ1. B 1o ke Bpema XOBbJ1 yta-
enseT TeyeHMe remaTonormyeckmx 3abonesaHui
BCNEACTBUE YXKe CYLLEeCTBYIOLMX CTPYKTYPHbIX Ha-
pyLeHu BPOHXONEero4HOM CUCTEMDI.

4. 3ataxkHoe TeyeHue XOBJ1 y 60/bHbIX remob-
NacTo3amMn AUKTYeT HeobxoaumocTb Gonee anu-

TeNbHOM, aAeKBaTHOM NPOTMBOBOCNANNTENbHOM
Tepanuu.
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AHA/IN3 3ODEKTUBHOCTU
NMPOPUNAKTUYECKOIO JIEHEHUA .
BOJIbHbIX TEMO®WU/IMEN B AMYPCKOU
OBJIACTU

OPUTUHAJIbHbBIE UCCNTIEAOBAHUA

BHyTpeHHUe 60n1e3HU

lemopunma — HacneacTBeHHoe 3abonesa-
HWe CBepTbIBAOLWLENA CUCTEMbI KPOBWM, BO3HWMKAIO-
uee B pesynbrate geduumta GakTopa cBepTbiBa-
Hus Kposu VIII (remodunua A) nam IX (remodpunms
B) [5]. OcHoBHOE nposBaeHne remoPpuanm - Kpo-
BOTEYEHMS N KPOBOU3NNAHWUS, BOSHMKAIOLLME CNOH-
TAHHO MU/ BCNeACTBUE TPaBMbl. TUN HacneAoBaHUA
— peueccuBHbIN (60IEIOT MYXUMHbI, @ NepeaaTyn-
KW NaTONOMMYECKOro reHa — KeHLWMHbI). MpUYnHoi
remoduInm ABNAETCA MyTaLMA reHa, KOAUPYHOLWEro
FVIII (X g28), unu reHa, kogupytoutero FIX(Xg27). le-
moounma A (neduunt VIII daktopa cBepTbiBaHUA)
cocTtasnset 80-85% oT obulero ymcna cayyaes re-
modunummn, remodpunma B (aedmumt IX pakTopa) co-
crasnsaetT 15-20%.

KpoBou3NnAHMA B CycTaBbl, Hecyline oc-
HOBHYIO OMOPHYI M ABUraTesibHylo GQYHKUUM,
npu remoduanm nNpuMBOAAT K passutuio aedop-
MUPYIOLWLMX apTPO30B M aHKWUI030B KPYMHbIX Cy-
ctaBoB (puc. 1 - 3) U MHBaAMAM3ALMMN NALMEHTOB.
Cepbe3Hoi npobnemoit Taknx 60NbHbIX ABNAETCA
BTOPMYHbIA PEBMATOUAHBIN CUHAPOM ayTOMMMYH-

Pestome [MpoBeseH aHanu3 pesynbTaToB JevyeHun
60/1bHbIX reModuane, NPoXKNBaOLLNX B AMYPCKOM
obnactu. B Amypckom Peructpe remodunamnu
coctouT 48 60nbHbIX; ¢ remodunmneint A — 40 n c
remopununen B — 8 yenosek; B3pocabix - 27 u ge-
Tenn - 21. C 2005 r. Bce 60nbHbIE Temodunmer B
AmMmypcKoi 061acTh nonyyaroT npodpunakTuyeckoe
neyeHue. [pUMEHAIOTCA, KaK  MNJa3MeHHble,
TaK U peKoMbBbWHaHTHble npenapaTtbl $aKTOpPOB.
MpodurnakTnueckan Tepanusa no3Bonuna
CHM3UTb YaCTOTy CMOHTAHHbIX KPOBOTEYEHUWN Y
TakuMx 60nbHbIX Ha 98%. B rpynne naumeHTOB,
NONYYaKOLLMNX WHANBUAYANN3NPOBAHHYHO
NPodUNAKTUKY, obuwee yncno MHPy3nin
npenapata 3HayuTeNIbHO yMeHbwwaocb (Ha 1
BBeZEeHMEe B HEAENO UM HA 52 BBeAeHMA B roa).
NHanBmnayanusaums npoPuUNakTMKM NOo3BOAUNA
NOBbICUTb NPUBEPKEHHOCTb naumMeHToB
Tepanun, B TOM YMC/e 3@ CYET BO3MOMKHOCTMU
YUYMTbIBAaTb YPOBHU WX PU3NYECKON AKTUBHOCTMU.
Poccuiickmin npenapat FVIII mopokTokor anbda
no 3¢GdeKTUBHOCTM He ycTynaeT 3apybekHbim
aHanoram u MmoxkeT 3PpPeKTUBHO MCNONb30BaATLCA
ANA NPOOUNAKTUKM KPOBOTEYEHUI NpU remoduanm
A, B TOM yncne u gna UHAMBUAYANIbHOM Tepanuu.

Kniouesble cnoBa: remoduama, npodmnaktmka
KpPOBOTEYEHUI, MHAMBUAYANN3ALMA
NPodUNAKTUKN.
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