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PE3IOME

H3yyeHo KIMHUYECKOE U (PYHKIIHOHATBHOE COCTOSI-
HHe OPOHX0JIEr04HOM cucTeMbl Y 24 00JILHBIX XPOHHU-
YecKHUM HAUONATHYECKUM Mueaopudopozom. Beem
NanuenTaM MpoBeAeHa OPOHXOCKONHUs ¢ IJHA0OPOHXHU-
AJILHO JIa3epHON J0NIIePOBCKOi (hioymMeTpueii, 01o-
NCHSl CJM3HUCTON 000J104KH OPOHXOB, KOMILJIEKCHOE
YJABTPa3BYKOBO€ HcCJIeT0BaHNe cepana u (QyHKIUO-
HAJIBHOTO cocTostHusl Anadparmsel. [lpu nanonaruye-
cKOM MHesIo(puépo3e TUArHOCTHPOBAHO HApyIIeHHE
IHA0OPOHXHAJBHOIl MHKPOTEeMOUUPKYJISINU, BakK-
HBIMH IPUYHHAMH KOTOPOTO SABJISIIOTCS aHEMHYeCKHit
CHH/IPOM, TPOMOOLUTO3, AMCHYHKIUS IHAOTEHS, TPH
pa3BUTHUH 0JIACTHOrO Kpu3a — rumnepJeiikounto3. Cuen-
CTBHEM BBISIBJICHHBIX H3MeHEeHHii B cHCTeMe MHKpOTre-
MONIMPKYJISAIUH NPH HAHONIATHYECKOM MHen0(puopose
SIBJISIETCS HApYylIeHne TPOo(pUKN TKaHeil, TkKaneBasi r'u-
MOKCHSI, MECTHOE HapylIeHne o0MeHa BellecTB, B pe-
3yJbTaTe 4ero B CJAU3UCTONH OPOHXOB Pa3BUBAIOTCH
arpopuyeckue n3Menennsi. CHHKeHHe COKPATHTEIb-
HOIi ciocodHoCTH TuadparMbl y 00IbHBIX HIAHONATH-
YecKUM MHUe10(hpuOpPo3oM 00yCJI0BIEHO ee KOMIIpeccHeil
3HAYHMTEIHLHO YBeJINUEeHHBIMH ceJIe3eHKOi H NeveHblo,
B CTaJHM 0JACTHOIO0 KpU3a — crenu(puyecKnM Jieiike-
MHM4YeCKHM INopaskeHHeM (Jeiliko3Hass HHPUILTPALUs,
aTpouyecKkne N3MeHEeHHs!, KPOBOU3IMSHUS, JIeiiKo-
cra3sl B cocynax). [Ipu nporpeccupoBanuu nauonaTu-
yeckoro Mmuenopuéposa 0TMeYAlOTC HApPyUIEHHS
CHCTOIMYECKOI M INACTOJINYECKON (PYHKIIMH MPaBOro
M JIEBOTO 7KeJTy104KkoB. Ha mo3aHux 3Tanax omnyxoJieBoit
NPOrpeccuy HANONATHYECKOro MHeJI0(hudpo3a pa3Bu-
BAIOTCS THIIOKCEMMSI U JIeTOYHAsI TUNIEPTeH3NsI.

Knmiouesvie cnosa: uouonamuueckuii muenoguopos,
Oponxonecounasn cucmemd.
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Clinical and functional state of bronchopulmonary
system in 24 patients with chronic idiopathic myelofi-
brosis was studied. Bronchoscopy with endobronchial
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laser Doppler flowmetry, biopsy of bronchi mucosa,
complex ultrasound study of the heart and functional
state of diaphragm were done to all patients. At idio-
pathic myelofibrosis the disorder of endobronchial mi-
crohemocirculation was diagnosed, important causes of
which are anemic syndrome, thrombocytosis, endothe-
lium dysfunction, and hyperleukocytosis for the devel-
opment of blast crisis. A consequence of the observed
changes in the microcirculation in idiopathic myelofi-
brosis is a disorder of tissue trophism, tissue hypoxia,
local metabolic disorder, resulting in developing at-
rophic changes in bronchial mucosa. The decrease of
diaphragm contractility in the patients with idiopathic
myelofibrosis is conditioned by its compression by sig-
nificantly enlarged lien and liver, and in the stage of
blast crisis by specific leukemic damage (leukemic in-
filtration, atrophic changes, hemorrhage, leukostasis in
vessels). Under progression of idiopathic myelofibrosis
there are disorders of systolic and diastolic function of
right and left ventricles. At the late stages of neoplastic
progression of idiopathic myelofibrosis hypoxemia and
pulmonary hypertension develop.

Key words: idiopathic myelofibrosis, bronchopul-
monary system.

Wnnonarnueckuii muenaopudpos (MM®D) otHocuTCs K
IpyIe XpOHHYECKUX MHEIONposu(pepaTuBHbIX HOBO-
oOpazosanuii (XMII3), cBsizaH ¢ Tpanchopmaimei noam-
MMOTEHTHOW CTBOJIOBOM KJIETKH, MOBBIIIEHHOHN MTPOAYKIIHEH
MUEJIOUHBIX U CTPOMAIIBHBIX KJIETOK, PAHHUM M 3HA4YH-
TEJNFHBIM pa3BUTHEM (PUOPO3a KOCTHOTO MO3Ta U MOsIBIIE-
HUEM DOKCTPaMEIyJSIpHBIX O4YaroB IaTOJIOTUYECKOI0
remorodsa [2]. 3adboneBaemocth cocraniser 0,3-0,7 ciy-
yaeB Ha 100 ThIC. HaceneHus [6]. My>X4uHBI OOJICIOT He-
CKOJIbKO darie »eHuuH [2, 6]. CpeaHuil Bo3pacT, B
KOTOPOM OTMEYaeTcs MaKCUMalibHas 3a00JIeBaeMOCTb, CO-
crasiser 50-70 et [13]. 3a0oneBanue mpoTekaeT B 2 cra-
JUSIX:  MHEJIONPOIU(EpaTHBHOW ¥ KOCTHOMO3TOBOM
HEJI0CTATOYHOCTH C MUENIO(HUOPO30M U OCTEOCKIEPO3OM.
Bonbiioe BiusiHrE Ha BBKMBAEMOCTD TAleHToB ¢ UM ®
OKa3bIBACT HAJIMYKE COIYTCTBYIOIINX 3a00JIeBaHHH, B TIEp-
BYIO O4Ye€pe/b NaToJOrus OpPOHXOJErOYHOW CUCTEMBI. Y
OOJIBHBIX C JIETOYHOH THIepTeH3nel MeuaHa BbDKUBAE-
MOCTH COCTaBJIsS€eT Bcero 18 Mmecsien mocne eé quarHo-
ctuku [11]. Pa3BuTrio MHQEKIIMOHHBIX OCIOXXKHEHUH NPU
remMo0J1acTo3ax CriocoOCTBYET BBHIP@KEHHBIH BTOPUYHBIN
nmmyHozaeduut. B coBpemeHHON nuTeparype jaocTa-
TOYHO IIOJTHO M3Y4eHBbI MOpP(OJIOTHYECKHE H3MEHEHHs
OpoHX0NErouHOI cucTeMsl y 60sbHBIX UM®: nelikemnye-
ckast MH(UIbTpanys JErkux, OPOHXOB U IUIEBPBI, JICHKO-
LUTapHbIE W TPOMOOLHMTApHBIE CTa3bl C HapyIICHHEM
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KpOBOOOpAIeHHsI B MEJIKUX cocynax, u T.A. OnHaKo Hau-
6omnee yacTo y 6onpHbIXx XMII3 perucrpupyrorcs nuadex-
LIMOHHBIE OCJIOKHEHHSI: ITHEBMOHHH, OCTPbIE OPOHXHTEI,
ajleHOBUpYCHBIe HH(peKuH U Jp. B T0 ke Bpems B coBpe-
MEHHOH JINTepaType HeJOCTATOUHO JaHHBIX 00 0COOEHHO-
CTSIX 9HAOOPOHXHMAIBHONH MHUKPOT€MOLMPKYISIMNA TPU
NM®, HecMOTps Ha TO, YTO HAPYIIEHUSIMH MHKPOT€MO-
LUPKYISIIAN 00yCIIOBIEHBI MHOTHE 0COOCHHOCTH BO3HHK-
HOBEHUS, TSDKENOTO0 W 3aTSDKHOTO TeueHHsl Ooie3Hei
OpraHoB Jbixanus [3, 5, 8, 9, 10]. Jlo HacTosiiero BpeMeHu
HET paboT, MOCBAMIEHHBIX MOP(HODYHKIIMOHAIBHBIM H3Me-
HeHusM quadparmel y 6oibHbIX XMII3, Torna xak Bo-
BJI€YEHHE B TATOJOTHYECKUN TMpolecc OCHOBHOM
JIBIXaTEIbHON MBIIIIBI OKa3bIBAET 3HAUYUTEILHOE BIHUSHHIE
Ha HapylIeHHe BEHTUIISIIIMOHHON (yHKIMU N€rkux. C uc-
MOJIb30BaHUEM METOZa dXOKapauorpaduu uccieroBaHa
(yHKIMOHAIBHAS CIIOCOOHOCTB JIEBBIX OT/EIOB cepaua [ 1,
12], HO HETOCTaTOYHO M3y4yeHa I'eMOJMHAMHUKA MaJioro
Kpyra kpoBooOpamienus y 6onpHbix XMIT3.

Lenblo uccnenoBaHus SIBUJIOCH M3YUYE€HUE KIMHHYE-
CKOTO U (DYHKIIMOHAJILHOTO COCTOSTHHSI OPOHXOIErOUHOM
cucrembl 0onbHBIX IM® Ha pa3HBIX ATanax OImyXoJeBOH
MIPOTPECCHU H B IIPOIECCE MTATOreHETHYECKOTO JICUCHUSL.

MaTepHaJ’lbI " METOAbI UCCJICA0BAHUSA

Oo6cnenoBano 24 G6onbHbIX UM®: 12 B KiIeTouHOMH
¢daze (1 rpynma) — 7 My>X4uH U 5 xkeHIwH, 12 — B dase
Muenopuopo3sa (2 rpymma) — 6 My»k4uH U 6 sxeHIuH. Kie-
TouHy0 (hasy (kieTouHO-TponudepaTuBHyIO, npeaduo-
po3za) UM® BbICTaBIISIIN HA OCHOBAHHHU TPEMTAHOOHOTICHH
MOJIB3/IONIHON KOCTH, TJIe OTMEUYAIHCh THIEPILIA3Hs IBYX
WITH TPEX POCTKOB KPOBETBOPEHHUS C TIpeobiiajaHiueM rpa-
HYJOIIUTAPHOTO U METAKaPHOIIUTAPHOTO POCTKOB C Xapak-
TepHOIl MOpQoNOorHell MerakapuoIUTOB, TUIECPILIA3Us
PETHKYJIMHOBOI CTPOMBI KOCTHOTO MO3Ta € YTONIICHUEM
U OECTOPSTOYHBIM PACTIONOKEHUEM BOIOKOH, OYaroBhIi
Muen0¢pubpo3. Ilpu 3TOM yUIUTHIBAIH OTCYTCTBHE KIIH-
HHUKO-7Ta00PATOPHBIX JIMArHOCTHYCCKUX TAHHBIX 38 HCTHH-
HYIO TIOJUIUTEMHIO U 3CCEHIIMATBHYIO TPOMOOIUTEMHIO,
orcyrctBue Ph-xpomocomsl u rena BCR/ABL. BonbHble ¢
sputpeMudeckon ctaaueit UM® uckiroganuch U3 uccre-
nmoBanus. Craguro muenoduoposa (Muenodudposa u oc-
TEOCKJIeP03a) BBICTABISUIM MPHU BBISBICHHH B KOCTHOM
Mo3re TudQy3HOTO KOUTareHoBoro Muenoguodposa u oc-
Teockieposa. Myrarust rena JAK2 (V617F) onpenencHa
y 20 6oibHBIX. CpenHuii Bo3pacT OOJIBHBIX HA MOMEHT 00-
caeaoBanus coctaBmi 59,8+2,21 ner.

Juarnocruueckas pudpodporxockonus (PBC) mpo-
BoamiIack pudpodponxockonom Olympus (Snonwus). s
OMpe/IeTICHUS] WHTCHCUBHOCTH BOCHANCHHS CIHU3UCTON
000JI0UKH Tpaxeu U OPOHXOB UCIIOJIH30BAN HU3BECTHBIC
kputepun J.Lemoine (1965) B mopudukaruu I.1.Jlykom-
CKOro ¥ coaBT. (1973, 1982). OyHKIMOHATBLHOE COCTOSHUE
MHUKporeMouupkyisitopaoro pycna (MIIP) cnusucroit
000JI04YKH OPOHXOB OIEHHBAIH IO Pe3yJIbTaraM dHI00pOH-
XHaJIBHOM JTa3epHOM nommuiepoBckoit gioymerpuu (JIAD),
MIPOBOAMMOMN Ha JIa3€pPHOM aHAJIM3aTOpe KaWJLIISIPHOTO
kpoBotoka JIAKK-02 (JIABMA, Mocksa). CBETOBOIHBII
30H]1 PUOOpa ¢ JUTMHOW BOJIHBI Ja3epHOro uiinydenust 0,63
MKM TIPOBOJIUITH Yepe3 OUONCHIHBIH KaHam OpoHx0(uo-
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pOCKOIa U 1M0J] KOHTPOJIEM 3PEHHUs YCTaHABIMBAIN B ITPO-
KCUMAaJIBHBIX OT/IeNax Ha 1,5 cM AucTaIbHee MIIopHI 1Mpa-
BOT'O BEPXHE0JIEBOT0 OpOHXa Ha CIU3UCTOH 000JI0UKE.
[Tpon3BoanIM 3aNKCh AOMIUIEPOTPAMM B TEUYSHUE 3 MUHYT
TIPH TTOMOIIM NPUKJIATHONW KOMIIBIOTEPHOH IPOrpaMMbl
(LDF Bepcmst 2.2.509 511WL). [IpousBoamnu 3anuck A0M-
IUIEPOrpPaMM B TE€YCHUE 3 MUHYT IPH TIOMOIIY TPUKIAI-
HoOW KomrblotepHOW mnporpammbl (LDF Bepcust 2.20.0
507WL). OuenuBaiu cieayroiiue noxkasarenu: [IM — na-
paMeTp MUKPOTEMOLMPKYJISIINH; G — CPE/IHee KBaIpaTHy-
Hoe oTkiioHeHue [IM; Kv — koadduruent Bapuarmu; A —
aMIUTATYNBI KOJeOaHu B dHA0TEIHAIbHOM (AD), Helpo-
reHHOM (AH), MUOTEHHOM (AM), IbIXaTeIbHOM (AJT) U Kap-
nuanbHoM (Ac) JAMana3oHaxX, pacCUMUTBIBAEMBIX C
ITOMOIIIBIO HEeTIpephIBHOTO Betipner-npeodpasosanus [8].

KomruiekcHoe yiIbTpa3ByKOBOE HCCIIEIOBAaHHE CEp/Ilia
nipoBoaviM Ha anmaparax Aloka 650SSD (SInmonus) u Min-
dray C8 (Kuraii) B M-, B- 1 10omiepoBckoM pexxnumax, ¢
HCIIONIb30BAaHUEM JIaTYMKOB ¢ yacToToi 3,5 mI 11, U3 mapa-
CTEPHAJIBHOTO M alMKaJILHOTO JIOCTYIIOB 110 CTaHIapTHON
METOJIMKE, C ONPEACICHIEM CIIeYIONINX apaMeTpoB Je-
TOYHOH W IEHTPaJbHON reMOANHAMUKN: KOHEUHBIN Ha-
cronuueckuit pasmep IDK (K/IP ), Tommuna Muokapaa
nepenneii crenku IDK B nuacroy (TMIIC ), KoHe4Ho-
nuractonnyeckuii 0obem IDK (K)IOmK), KOHEYHO-CHUCTOIH-
geckuii oovem IDK (KCO,, ), ynapubii ungexc IDK
(YH,,,,), cepneunsiit unaexc IDK (CH ), Gpaxius BbI-
opoca IDK (DB, ), koHEUHBIH CHCTONMYECKHH pazMep
JOK (KCP,, ), xoneunblii quactonuyeckuii pasmep JOK
(K)IPmK), TONIMHY MHOKap/a 3anueit crenku JIXK B nua-
crony (TM3C,, ), KoHeuHO-aMacTomIeckuii o6bem JDK
(KIO,,,), xoneuno-cucronnueckuii oobem JOK (KCO, ),
MUHYTHBIH 00beM KpoBooOpauienus (MO, ), yrapHsbiii
o6bem JDK (YO, ), ynapubiii unnexe JOK (YU, ), cepned-
e ungexe JOK (CU ), ppakums Beibpoca JOK (OB, ),
TOJIIUHY MEXIKEJYJTOUYKOBOH MEPErOpOJIKUA B JUACTOIY
(TM}KHH). CpenHee JaBieHUE B JIETOYHOM apTepuu
(CpAJTA) paccuutsiBamu o popmyie A.Kitabatakae et. al.
Hopwmoit noxaszarens Cp/IJIA cuutanu 9-16 MM pT. CT., O
JIETOYHOM TUIEPTEH3UU TOBOPWIIM TIPU TOBBIIICHUH
CpIJTA B ycnoBusix mokost 6osiee 20 MM pT. cT. OrieHKa
nmuacronnyeckor pynkuun muokapaa IDK u JDK nposo-
JIUIACh TI0 aHAJIU3Y CIIEKTPa TPAHCTPUKYCIUAAIBHOTO U
TPaHCMUTPAITHLHOTO JIONIUIEPOBCKOTO MMOTOKOB. PaccunThI-
BaJIM MaKCHMAJIbHYIO CKOPOCTh KPOBOTOKA B (ha3y paHHETO
(6picTporo) nmactonuueckoro Hanonnenus IDK (E. ),
MaKCHMaJIbHYIO0 CKOPOCTh KPOBOTOKA BO BPEMSI CHUCTOJIBI
npezicepanii B a3y Mo3aHero AMacToINIeCKOro HaroiiHe-
nus IDK (A, ), MakcuManbHyl0 CKOPOCTh KPOBOTOKA B
a3y panHero (OBICTPOr0) TUACTOIUICCKOIO HAITOTHCHHUS
JOK (E,,, ), MakCHMaJIbHYIO CKOPOCTh KPOBOTOKA BO BPEMs
CHCTOJBI ITpeicepanii B a3y MO3IHEro JUACTOIHYECKOTO
nanonnenus JOK (A, ), orHomenne E/A TIDK u E/A JDK.

@OyHKIMOHAIBHOE COCTOSHHE HadparmMbl ONpeIeIIsuTH
C MOMOMNIBIO YIBTPa3BYKOBOTO CKAaHWPOBAHUS Ha arapa-
tax Aloka 650SSD (Smonwust) u Mindray C8 (Kwurait) mo
Metony O.A.Maxaposoii u O.H.CusskoBoii [7]. B ropu-
30HTAJILHOM TIOJIO)KEHUH OOJIBHOTO «JIeKa Ha CIIUHE»
HATOIIAK MCCIICI0BAJICS TIPaBhIi Ko nuadparmel. [lep-
BOHAYAJILHO ITYTEM CaruTTAIHLHOTO U ITOTIEPEYHOTO CKaHH-
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pOBaHHUs BEPXHETO Kpasi IEYCHH yCTAHABIUBAIN MECTOIIO-
noxenue auadparmsl. ONECHUBATN TOMIIHHY U HOpMy ee
Kymona. Haxoumu mpoeknuto, B KOTOPO# paccTOsIHUE OT
Kpast TIeUeHH JI0 AuadparMbl — MaKCHMabHO. B 3101l mpo-
eKIIUH C TIOMOIIIBI0 MapKEPOB Ha dKpaHe YAbTPa3ByKOBOTO
ckaHepa (pUKCHpOBaIH TOYKH KyTiona quadparmbl, Han6o-
Jiee OTCTOSIIIKE APYT OT IPyTa Ha BXOJIE U BBIXOJIE MPH CIIO-
xoitHoM (DfIc), a Taxke mpu QopcupoBanHoM (DP)
JbIXaHud. V3Mepsiin paccTosHIEe MEX Ty HUMU.

DYHKIMIO BHEIIHETO IBIXaHUS OIICHUBAIH Ha CIIHPO-
rpade Fukuda (SImonust). Onpenenenue ra3oBoro cocraBa
BEHO3HOH KPOBH MPOBOTUIOCH HA aBTOMATHIECKOM Ia30-
BoM aHaym3aTope AVL-995 Hb (ABctpus).

Craructuyeckast 00paboTKa pe3ysIbTaToOB OCYIICCTRIIS-
JIaCh TIPH MOMOIIM TporpaMmbl Statistica 6.1. Kputuue-
CKHU YPOBEHb JIOCTOBEPHOCTH HYJIEBOI CTATHCTHYECCKON
TUIOTE3bI 00 OTCYTCTBHHU PA3IHUYHIl MEX/TY TPYIIaMH ObLT
npuHAT paBHEIM 0,05.

Pe3yJ'leaTbI HCCJICA0BAHUA U UX oﬁcymnelme

V¥ 3 nanuueHToB | rpynmsl co 3HAYUTETBHOH CIIEHOME-
rajueit B HUKHHUX OTJeJax JIEBOTO JIETKOTO OTMevajIoch
ocrnablieHne AbIXaHUs U IPUTYILICHUE JIETOYHOTO 3BYKa, Y
OCTaJIbHBIX OOJBHBIX ITaTOJIOTUU OPOHXOJETOYHOH CH-
CTEeMBI He BbIsIBJIEHO. Bo 2 rpyrmme y 9 manueHToB auarso-
CTHpPOBaHa OJIBIIIIKA, O0YCIIOBJICHHAS BBIPQKEHHOH T'eraro-
U CIUIGHOMETajHel U aHeMHuYecKuM cuHIpoMoM. O0b-
€KTHBHO HaOJIIOZIaJIOCh OCIa0JIeHHOE JIbIXaHUE B HU)KHUX
oT/IeNax JETKuX: y 6 MalnueHToB — ClieBa, y 3 — ¢ 00enx
CTOpPOH. BriaskHble XpUITBI B HIDKHUX OT/IENAX JIETKHX BbI-
CITyHIHBaIM Y 4 OOJBHBIX 2 TPYIITEI C BTOPUYHOM TOPTallh-
HOM TUnepTeH3uei u HEJI0CTAaTOYHOCTBIO
KpoBooOpaineHus1. bacTHBIN KpU3 THArHOCTUPOBAH y 5
00spHBIX 2 TpyIbl. Cene3eHka 3aHrMaa 0OJbIIYIO YacTh
OpIOIIHOM NOJIOCTH, OblIa OO0JIE3HEHHO! MTPH MabIAINN
Y BBI3bIBAJIa KOMIIPECCUOHHBIN CHHIPOM C BBIP@KEHHON
onbImKoi. Onpeaensyiock OTCTaBaHUe JEBOU MOJIOBUHBI
TPYAHOU KIETKH B aKTe JIbIXaHHs1, IPUTYIUICHUE JIETOYHOTO
3BYKa B HIDKHUX JIOJISIX 00OUX JIETKHX ITPH MIEPKYCCUH, TIPU
ayCKYJIBTAllMH TaM K€ BBICIYIIMBAIH OCJIA0IEHHOE JIbIXa-
HUe. Y 3THUX MaIlMeHTOB NP (PU3NKAILHOM U HHCTPYMEH-
TaJbHOM OOCIIeIOBaHUHU ObLIa OOHApY)KeHA )KUJKOCTH B
00enx MIeBpaJIbHBIX MOJOCTIX U B MOJIOCTH MEpUKap/a.
Hapyuienuii BEHTWISAIIMOHHOM QyHKIIUH JIETKUX ITPU CITH-
porpaduu y HUX BBISBIICHO HE OBLIO.

[Tpu npoenennu ®BC ¢ snnoo6poxuansHoi JIJID y 8
nanyeHToB | rpymnmsl Halmonanach OpOHXOCKONYecKas
KapTHHA HOPMaJILHOTO TPaxeoOpOHXUAILHOTO JiepeBa, y 4
OOJIBLHBIX — ABYCTOPOHHUH An(DPy3HBII 3HT00poHXUT 1IB
1 cremnenu, 6e3 KIMHUYECKUX MTPOSIBICHUH OponxuTa. Bo
2 rpymme y 5 nalMeHToB M3MEHEHHUH HE BBISIBICHO; Y 7 ObLT
JIMarHOCTHPOBAH JIBYCTOPOHHHN TU(]y3HBIH HT00pOH-
xutT, B 1-2 cTeneHu, KIMHUYECKUX MPOSIBICHUI OpOH-
XHUTa He HAOM0Aam0ch. TakuM 00pa3oM, MPH MPOBEICHUH
®BCy 50% 6onbHbIXx UM® nuiarHoCTUPOBAHO JIATEHTHOE
TEYeHHE XPOHUUECKOTO HEOOCTPYKTHBHOTO OPOHXHTA.

10 nanmenram (5 u3 1-i u 5 U3 2-ii rpynm) ObuIa BbI-
TIOJTHEHA SH/I00pOHXHAIbHAs OUOIICHUS CIU3UCTON 000-
n04ku OpoHxoB. [Tpu rucTomornyeckoM nccaeJ0BaHuH BO
BCEX CIIydasix HaOmonanack arpoQust CIM3ucToNH 000JI0UKH
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€ 04aroBoi HHUIBTpanuen rpanyounTamu V u IV kiac-
COB 11071 0a3aJIHOM MEMOpaHOH, AUIIaTalks COCYI0B MUK-
POLMPKYJISTOPHOTO pycia, B 7 ciydasXx — HPU3HAKA
XpOHHYECKOro BocnaneHus. B 1 rpyrmie y 4 O0JBHBIX C
Tpomboriurozom Gonee 400%10%/1 BbISBICHBI arperarhl
TPOMOOIIMTOB B MEJIKUX COCYAaX, y 2 TMAlMEHTOB C YPOB-
HeM JielikonuTo3a nepudepuueckoii kposu 30-40x10%/1 —
neiikocTtasbl. Y OOJBHBIX 2 TPYHIIBI arperaTtoB TPOMOOIIH-
TOB M JICHKOI[UTOB B COCYJaX MHKPOIHPKYISTOPHOTO
pycia OpOHXOB HE HAONIOAAIOCh, T.K. B KPOBU y HHUX OT-
Meyalsiach TPOMOOIIUTONEHHS ¥ YPOBEHB JICHKOLIUTOB ObLIT
HEBBICOKUM.

3HauuTeNnbHOE CHIKEeHHe mokasaress [IM ormeueHo
B 00eux rpynmax. 3HaueHusi Kv u 6 moBbIIammuce o Mepe
nporpeccupoBanus 3a0oj1eBanus. [IpoBecHHBIN aHATN3
BBISIBIIJI JIOCTOBEPHOE ITOBBIIICHHE aMIUTUTY/I KoJleOaHHuiH
B DHJOTENHAIBEHOM (00YyCIIOBICHHOM BBIPAOOTKOM OKCHa
a30Ta) ¥ HeWPOreHHOM (00YCIIOBJICHHOM CHMITATUYCCKUMHU
BIIMSTHUSIMU HA TJIaIKOMBIIIEYHBIC KIIETKH apTepHoI U ap-
TEPUOJIOBEHYIISIPHBIX aHACTOMO30B) JMara3oHax B 00enx
rpyImnax, B MUOTE@HHOM (XapaKTepU3yIOLeM COCTOSHUE
MBIIIEYHOTO TOHYCA MPEKAUILIIPOB) TUANIA30HE TOIBKO Y
OOJIbHBIX B KJICTOUHOMU (paze 3abosieBaHMs. []0CTOBEPHBIX
m3menenuit B [I- u C-guana3zoHax (IyJbCOBasi BOJIHA CO
CTOPOHBI apTepuil U MpHcachiBalolIee IeHCTBUE «IbIXa-
TEJIBHOTO HACOCa» CO CTOPOHBI BEH) y OOJBHBIX 00enX
IpyI He OBUTO BBISIBJIEHO (Ta0M. 1).

Hapymenue mnokasarenedi MHKPOTEMOIUPKYISIIHA
MOXKET OBITH 00YCJIOBJICHO N3MEHEHHEM KoJndecTBa (op-
MEHHBIX JIEMEHTOB KPOBU M CKOPOCTH X JIBHXKCHUS B
MHKPOCOCYIax 30HAupyeMoii oonactu [4]. B 1 rpymiie Ts-
KEJIOW aHeMUU He quarHoctupoBaHo. CpenHuil ypoBeHb
reMOIVIOOMHA y TIAlIMEHTOB 2 TPYNIIbI COCTaBIsLT 74+4,2
/1, spuTpor|ToB — 2,3+0,2x10'%/1. DHA00pOHXHATLHAS
JIJ1® BBIMONHATACH TIOBTOPHO IOCIIE KYIIMPOBAHUS aHe-
MHYECKOTO CHH/IPOMAa, MIPU JOCTHKEHHU YPOBHS T'€MOIIIO-
Oouna Gonee 100 r/1 u spurpouuros Oonee 3x10'%/im.
[Toka3zarenn MHUKPOTEMOLMPKYJSIIAN YITy4lIAIUCh, HO
MTOJTHOW HOpMaJTU3allii UX HE 0OTMeYasioch (Tadi. 1).

KoppensiioHHbIi aHamu3 ycTaHoBHII B | rpytine 60i1b-
HbIXx UM® 00paTHyI0 3aBUCUMOCTb MEKJIy CHIKEHHEM
[IM, Tpomb6GorurosoMm (r=-0,60, p<0,01) u momamso ce-
ne3eHkd (r=-0,43; p<0,05); npsiMy 0 KOPPEISIIIUMOHHYFO 3a-
BUCUMOCTh MEXJY TPOMOOIIMTO30M U aMILTUTYAaMH
koneOanuii B J- u H- gmamazonax (r=0,48; p<0,05 wu
r=0,54; p<0,05, cooTBeTcTBEeHHO). Y OONMBHBIX UMD 2
IPYIIBl BBISBICHBI MPSIMBIE KOPPEISILIUOHHBIE CBSI3U
MEK/1y CHIDKEHHEM yPOBHSI FeMOITIOOMHA ¥ YMEHbIIICHUEM
IIM (r=0,85; p<0,01), Mmexxay A3 U IUIOMIATBIO CEIC3CHKH
(r=0,65; p<0,01), obpaTHast CBA3b MEXIy CHIKCHHEM
YPOBHSI TEMOIIIOOMHA U MTOBBIIIEHUEM aMILTUTY]I KojeOa-
Hus B D- u H-gmamasomax (r=-0,73; p<0,01, r=-0,87;
p<0,01, COOTBETCTBEHHO), MMy YBEIMYCHUEM Pa3MEPOB
ceneseHkH U cHwkenueM [IM (r=-0,82; p<0,001).

Takum obOpazom, npu UMD nmeroTcst 3Ha4uTENbHbIE
HapyLICHUS] B CHCTEME SHA00POHXUAIBHOW MUKPOTeMO-
LUUPKYJSIIIMY, TaKHe KaK SHAOTEIHalbHAs JAUCHYHKIUS
(moBbILIeHUE Ad), apTepHoisipHas Bazoauiaranus (yBe-
nIYeHrne AH) HapacTarolye Mo Mepe MPOrpecCUPOBAHMS
3a00JIeBaHMs M pacciableHne TOHyca NPeKanuLIIpoB (T10-
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BhIIIIEHHE AM) B KJIeTOUHOH (haze. Y marueHToB | rpymmsl
STH HApyUIEHHS MOTYT OBITH OOYCIIOBJIEHBI HEOOXOIH-
MOCTBIO JIYUIIEro KPOBOCHAOKEHUS TKAHEH ITPU HaJINIHU
TIOJTHOKPOBUS U TPOMOOLIUTAPHBIX CTAa30B, y OOJIBHBIX B

CTaJMi MHEI0(pHOpO3a — OMyX0JIEeBOW MHTOKCHKAIMEH U
aHEMUE, a IPU HAIMYUH JIEHKOIIMTO3a — eIlie U He00X0-
JMMOCTBIO YITYUIIICHUS TOKA KPOBU NP HATHYUH JICHKO-
CTa30B.

Taéauua 1

CpaBHuTelbHas XapakTrepucTuka nokasaresei JI/I® y 6onbabix UM® (M+m)

Knunnyeckue rpymmbt
ITokazarenu KonrponbHas bozbHsie ICIMq) ° o TR oy enoiopo (2 v
rpymia KJIETOYHOM (hase [py HAIMYKKY AHEMHYECKOTO [Mocne xynupoBaHus
(1 rpymnma) CHHJIpOMa AHEMHUYECKOr0 CUHIpOMa
1M, TE 82,345,3 T:foi, 32)111 pl<0,3;6?;i§;io,os p,<0,001 ;4 ;‘;iff(;i; p,<0,05
o, TIE 10,7+0,5 15;33?6?5 p1<(1),363?;ig;i}),05 p,>0,05; 11)1;6:’(()),56; p;<0,01
Kv, % 13,8+1,2 3pll <1()i (3)2)118 p1<0,?)?):|;‘;";23>0,05 p1<0,0013;%f>i(i6152; p;>0,05
A», TIE 3,9+0,4 6’5 13:0(?(,)518; pl<07, 2)303 i%fjo,os p,<0,001 6 fal;g’,gg; p;<0,01
e | azar | PR eaos | peom protencaso
Awm, TIE 3,6:0,4 4’;13(’;;5; pl>(ib652;ip(1£0,05 p,>0,05; 3233%; p;>0,05
An, TIE 3,7+0,5 ‘;llf(;)’ };? p1>(;tz;)52;:;(zf0,05 p,>0,05; 3;23?52; p;>0,05
Ac, TIE 3,4+0,4 3pl7>6§ 3’54 pl>g:(3)§;ig;§),os p,>0,05 ?iij(:)?éi;s p,>0,05

Ipumeuanue: T1E — nepQy3roHHbIE EAUHUIIBL; P, — JOCTOBEPHOCTh Pa3INYUid MEX Ty HokasaTenamu 6ombHbIX UMD
¥ KOHTPOJILHOM TPYIIIL; P, — MEXKy MokaszaressamMu 60mbHbX UM® 1 1 2 rpymin; p, — MKy TIOKa3aTeNissM| 2 TPYIIIbL J10

U 1TOCIIe KyTUPOBAHMS aHEMUH.

[Tpu UM ® ormeuaeTcs HauboIblIee Cpejiu BCeX reMo-
011aCTO30B YBEIIMUEHHE PAa3MEPOB CEJIE3EHKH U TeueHH. B
¢dasze mnpeaduOpo3a IUIOMIATL CEIC3CHKH COCTaBHIIA
150+9,91 cm?, B (pase muenodpudbposa — 216+£17,7 cm?. Y
OOJIbHBIX B KJIETOYHOH (haze M3MEHEHHsI TONIIMHBI AHa-
(parMbl He BBISIBIICHO, HO y 6 TIAIIMEHTOB OTMEYAJIOCh He-
OJTHOPOJHOCTH €€ CTPYKTYphl. B cramuu muenopubdposa
OTMEUEHO UCTOHUYEHHE Jradparmsl, yIUIOIIEHHE € Ky-
nosia. CHIWKeHNE SKCKypcun anadparMbl JUarHO CTHPO-
BaHO B 0o0Oeux rpymnmnax: B 1 rpymme JJIc coctaBuia B
cpemnem 15,1+£0,98 mm, D1 —40,1+3,56 MM (B KOHTpOIIE,
cooTBeTCTBEHHO, 20,6+1,36 MM, p<0,01 u 80,2+4,5 mm,
p<0,001); Bo 2 rpyme D/]c cocrasmia 10,4+1,52 mm, D)
—26,6+2,88 mm, p<0,001.

ITpu UM ® nabmrozaercs paspurhe runokcemun (pO,
B | rpynne — 32,04+1,3 MM pT. CT., BO 2 Tpymme —
28,72+2,28 MM pT. cT., p<0,05), 00yCIIOBICHHOM KOMITpeC-
CUel TPYAHOH KJIETKM YBEIMYECHHBIMH TTEYEHBIO U ceje-
3EHKOH, CHI)KEHHEM 9KCKYPCHHU nuadparMsl,
MIPOTPECCUPOBAHNEM aHEMHH, CHHYKEHHEM JIETOYHOM TIep-
(y3un. BrisiBrieHa KOppessIUOHHas! CBS3b MY YPOBHEM
remornobuna u pO, (r=0,87; p<0,01), Mesx1y CHUMKEHHEM
OJIC u pO, (0,60; p<0,01).

[okazarenu Cp/IJIA y G0NbHBIX B KJICTOYHO# (hase co-
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craBuin 14,8+0,95 mm pt. cT. (B koHTpoie 14,99+0,61 Mm
pT. cT., p<0,05) u B paze muenodpudposa — 17,4+0,4 MM pr.
cT. (p<0,05). Y 4 GonbHbBIX 2 Tpynmsl B aze 6IacTHOTO
KpH3a CO 3HaYNTEIbHOW CIUICHOMETajnel (cene3eHka 3a-
HUMaJIa OOJIBIIYIO YaCTh OPIOIIHOM MOJIOCTH) OTMEYAIOCh
noseimenue CpJIJIA mo 21,241,2 mm pr. ct. (p<0,05).

VY GonbHBIX | TpynIBl OTMEYEHA JOCTOBEPHAsST KOppe-
JSIAOHHAS 3aBUCHMOCTh MEXIy CHIbKeHueM JJl¢ u mo-
BeimenueM CpJJIA  (r=-0,52; p<0,05), momanso
cenesenku (r=0,46; p<0,05), yBeITUYCHUEM CEIIC3CHKH U
camwkenreM D1 (r=-0,56, p<0,01), Bo 2 rpyIire — MEKIY
YBEJIMYEHUEM Pa3MEPOB CeJIe3eHKH 1 cHrkeHneM DJIc (1=-
0,83, p<0,01) u I (r=-0,84, p<0,001), camxenuem 1P
n noseimrenreM Cp/IJIA (r=-0,63, p<0,05). [TpoBeneHHbIi
KOPPEJSIIIMOHHBIA aHAIN3 TI0Ka3aj 3aBUCUMOCTH MEXIY
cumxennem pO, u nosbrenrem CpJlJIA B obenx rpymnmax
(r=-0,88 1 r=-0,90; p<0,001). D10 mOITBEPKIACT TOT (haKT,
YTO HapylleHHIO (PYyHKIMOHAIBHON CIIOCOOHOCTH AHa-
¢parmsl puy UM® criocoOCTBYIOT CIICHO- U TelmaToMe-
rans ¢ Pa3sBUTHEM KOMIIPECCHH TPYIHOH KIICTKH, a B
cTauu OJaCcTHOTO KpH3a ellle U JISHKeMuuecKast TH(PUIIBT-
panusi, JefKocTasbl B MEIIKUX COCYlaX, AUCTPOPHUECKHIe
n3MeHeHHus quadparmbl, BHISIBICHHBIE Ha ayTonicuu y 80%
YMEPIIHX.
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Tadnmna 2
IMoka3aTesiu JIeroYHOI M BHyTpHCepIeYHoil reMoanHaMukn y 60oabHbIx UM® (M-+m)
THokasaten Kontponb bonpabie UM® B kiieTouHON bonsasie UM®
(n=20) ¢ase (1 rpymma) B (haze muenoduoposa (2 rpyrmma)

TMIIC, ., cm 0,38+0,01 0,45+0,3; p,<0,05 0,57+0,04; p,<0,001, p,>0,05
KIP,,, cM 2,294+0,14 2,8+0,14; p,<0,05 2,8+0,19; p,<0,01, p,>0,05

KO, M 111,7£3,65 115+1,2; p>0,05 116+0,98; p,>0,05, p,>0,05

KCO,,, M1 44,542,66 46,2+1,65; p,>0,05 46,3+0,85; p,>0,05, p,>0,05
YU, ., M1/m* 40,0+1,8 39,6+1,1; p,>0,05 42,8+1,32; p>0,05, p,>0,05
OB, % 59,7+1,68 50,9+2,2; p,<0,01 49,9+1,8; p,<0,001, p,>0,05
E . M/c 0,57+0,02 0,53+0,03; p,>0,05 0,6+0,05; p,>0,05, p,>0,05

A, M/c 0,35+0,03 0,37+0,02; p,>0,05 0,41+0,01; p>0,05, p,>0,05
E/A 1,62+0,05 1,51+0,1; p,>0,05 1,43+0,11; p,>0,05, p,>0,05
T™M3C,,» em 1,1£0,05 1,28+0,04; p,<0,05 1,38+0,02; p,<0,001, p,>0,05
KAP ., eM 4,9+0,09 5,01£0,13; p >0,05 5,3940,17; p,<0,05, p,>0,05
KCP,,., cM 2,87+0,05 3,46+0,07; p,<0,001 3,58+0,11; p,<0,001, p,>0,05
KIO,,;» Mt 124,5+£5,0 126+4,83; p,>0,05 141+4,0; p,<0,05, p,>0,05

KCO,,, mn 4542.5 53+1,63; p,<0,05 55,242,225 p,<0,01, p,>0,05
VO, MII 80,5+3,1 75,943,7; p>0,05 89,6+3,7; p,>0,05, p,<0,05

MO, ., W/mun 4,8+0,5 5,43£0,35; p,>0,05 7,6140,82; p,<0,01, p,<0,05
YU ., /™ 40,5+1,34 44,9+3,37; p,>0,05 49,5+3,96; p <0,05, p,>0,05
CU ., w/vun/m? 3,01+0,08 3,940,16; p,<0,001 4,54+0,66; p <0,05, p,>0,05
@®B, ., % 71,1£2,0 64,2+0,53; p,<0,01 61,5+1,69; p,<0,01, p,>0,05
E 0 M/c 0,6+0,04 0,72+0,05; p,<0,05 0,79+0,07; p,<0,05, p,>0,05
A M/C 0,36+0,03 0,6+0,03; p,<0,001 0,73+0,06; p,<0,001, p,<0,05
E/A 1,66+0,06 1,2340,1; p,<0,001 1,05+0,08; p,<0,001, p,>0,05
TMXIL, em 0,97+0,04 1,18+0,03; p,<0,001 1,23+0,04; p,<0,001, p,>0,05

IIpumeuanue: p, — NOCTOBEPHOCTh PA3JIMYHMI C KOHTPOJIEM, P, — MEXy rpynmnamu UMO.

[Tpu u3yyeHnn moxasarteseil JeroyHol U BHYTpPHUCED-
JIEYHOH TeMonnHaMuKH (Tadm. 2) y 6oapHbIX UM® oTme-
vaercs ypennaenne TMIIC  , KIIP . u camwkenne @B
B 00eHx rpymnmnax, oosiee BbIpaKEeHbI 3TH U3MEHEHHS B CTa-
i Muenopuoposa. B obenx rpymnmax IuarHoCTHPOBAHO
ysenuaenne TM3C ,  TMIK|, v KCP,, u KCO,,.. Hocro-
BepHoe yBenuuenue KJP . u KO, 1uarnoctuposato
ToNbKO B (asy muenodubposza. @B B 0beux rpymmax
Obl1a CHKeHA. BBISIBIIEHBI N3MEHEHHUS1, CBUIETEIILCTBYIO-
I[Me O HAJIMYUU Jauactonndeckon muchynkiwm JDK: yBe-
muuenne EMK u B Oombireit cremenu AMK, u, kak
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ciencTBUe, cHkenne cootnomenus E/AMK, uro, mo-Bu-
JIUMOMY, B TIEPBYIO 04Yepelib 00YCIOBICHO TSHKEIIBIM aHe-
MHYECKHM cuHApoMoM. [Tpu HaTruuu aHeMHUH y OOJTBHBIX
BO 2 rpynme npoucxonut ysenuuenue YCC u, kak cuen-
CTBHE, NIOBbIIIEHKE Mokasarened MO, VU ., CU . On
M3MEHCHHUS MOXKHO OOBSICHUTH PEOJIOTHUYCCKUMU HapyIIIe-
HUSMHU B KOPOHAPHBIX COCyIaX y OOJBHBIX C aHEMHUECH,
OIIYXO0JICBOI MHTOKCHUKANMEH, KApAHOTOKCUICCKUM JICH-
CTBHEM ITPOBOJUMOMN IIUTOCTATUYCCKON TEparuu, MOoKu-
JIBIM BO3PacToM OOJbIIUHCTBA 00bHBIX UM ®, Hammunem
y Hux MBC u runepronndeckoit Oone3Hu.
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BriBoanl

1. Y 6onpubix UM® ycTaHoBIEHO HApyIEHHE OCHOB-
HBIX MOKa3aTeseil SHI00POHXUAITEHON MUKPOTEMOIHPKY-
namuu 1o ganHeiM JIJI®. B mporecce omyxoneBoi
nporpeccun UM® u3MeHeHUsT 3HI0OPOHXHATBLHON MHK-
POTEMOLIMPKYIISIIMN TPOTrpecCUpyoT. BaxkHBIMU MpHYN-
HaMU HapylLIeHUs 9H/I00POHXUATBHOM
MHUKpOTeMOUUpKy/siuuy npu MM® sBistoTCsS aHeMuye-
CKUH CHH/IPOM, TPOMOONNTO3, NUCHYHKIUS SHIOTEIHS,
TIPY Pa3BUTHH OJIACTHOTO KpU3a — rHIepIieiikouros. Kom-
MIEHCATOPHOH peakiuel ¢ Lenbio YIy4YIlIeH!us! MUKPOLUp-
KyJISITOPHOTO KPOBOTOKA MOXKET SIBJIATHCS apTepHOIIIpHAs
Ba3zoMIIATALIUA.

2. CrneacTBUEeM U3MEHEHUH B CHCTEME MUKPOT€MOLIUP-
Kyasiuu 'y OonbHbIX UM® sBisitoTcst HapyuieHue Tpo-
(KM TKaHel, TKaHeBasi TUIOKCHs, B PE3yJIbTaTe 4ero B
CJIM3UCTON OPOHXOB PAa3BUBAIOTCS aTPOPHUESCKHE U3MEHE-
HUSI, CIIOCOOCTBYIOIIHE TSHKEIOMY U 3aTSDKHOMY TEYSHHUIO
BOCITIMTEIBHOTO MpoIiecca B JIETKUX ¥ OPOHXax U MOBBI-
LICHUIO JaBJICHUS B MaJIOM Kpyre KpOBOOOpAIICHUSL.

3. CHMKEHUIO COKPAaTUTEIbHON CIIOCOOHOCTH aMa-
¢parmer ipu UM® criocoOCTBYeT ee KOMIIPECCHSI 3HAYH-
TEJBbHO YBEJIMUYEHHBIMH CEIEe3€HKON U MeUeHbI0, B CTaIUH
0J1acCTHOTO KpH3a — CHenuuIeckoe JekeMHIeckoe Mmo-
pakeHue (Jieiiko3Hasi MHOUIBTPALIUS, aTPOPUUECKUE H3-
MEHEHHUS, JISHKOCTa3bl B COCY/AX).

4. TTo mepe nporpeccupoBanust UM® u pa3zputus aHe-
MHYECKOTO CHHAPOMa OTMEYAIOTCsl HAPYIIEHUS! CUCTOIH-
YEeCKOHM M NACTONMYECKON (YHKIMH MPaBOTo U JIEBOTO
HKEITYI0YKOB.

5. Jlerounas runeprensus npu UM® B qanHOM Hccie-
JIOBaHUH ObLIa IMarHOCTUPOBAHA TOJIBKO Y OOJIBHBIX B CTa-
UK OJTACTHOTO KpH3a.
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