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In the article, we report the causes of pulmonary hemorrhage (PH) according to the literature data and own experience, with an emphasis
on patients suffering from rheumatic diseases. Methods of diagnosis and modern approaches to the treatment of PH are analyzed.
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aBMK — anTtuTena k 6a3anbHoOil MeMOpaHe KiTyO0UuKOoB
abMK-3 — abMK-accouunposanHoe 3a00J1eBaHNe

aMIIO — aHTHTENIA K MUENIONIEPOKCH/Ia3e

allP3 — anTHTENa K NpoTenHase-3

AHIA — aHTUHEATPO(UIbHBIE [UTOMIA3MATUYECKIE aHTUTENA
AHIIA-CB — AHIJA-accounpoBaHHbIE CUCTEMHBIE BACKYJIUThI
ADC — anTudoCchOMMNUIHbII CUHPOM

BAJI — 6poHX0a/IbBeOISPHBIN JTaBaXK

BBUI — BHyTpPUBEHHbII Ye10BEYECKUI UIMMYHOTJIO0YIMH

I'K — rimoKoKOpTHKOM/IbI

I'H — rnomepynonedpur

I'TTA — rpanyemMaTo3 ¢ HOJMaHTUMTOM

IAK — muddysHoe anbBeonsipHoe KpoBOTeYeHNne

IIH — mpixaTenbHast HEOCTATOYHOCTh

MBJI — uckyccTBeHHAs] BEHTUIISILUSL JIETKUX

JIK — neroysble KpOBOTEUEHUST

JITIB — neiikouynun ITanTon—Banentuna

JITIC — neroyHo-noyeyHblii CUHIPOM

MITA — MUKPOCKOMIUYECKHIT TOJTUAHTUUAT

MIIO — muesnonepokcuiasa

MCKT — mynbTucnupasbHas KOMIbIOTEPHasi ToMorpadust
HP — nexkenarenbHble peakuyun

ITA® — nna3macpepes

ITH — noyeyHast HEIOCTATOUYHOCTh

I1P3 — nporennasa-3

PADVII — peKOMOMHAHTHBII AKTUBUPOBAHHBIIT (hakTop VII
P3 — peBmarnueckue 3a60eBaHus

PTM - putykcumad

CB — cucremHble BaCKYyJIUThI

CKB — cucreMHast KpacHasi BOITYaHKa

TTII — TpomMGoTHYECKast TPOMOOLMTONIEHNYECKAs! My pITypa
OBC — pubdpodpoHxocKOonus

P — upknodocdan

OB A — sm6onu3aiusi GpOHXHATBbHBIX apTepHil

OI'TIA — 303MHOUIIBHBII FPaHYJIEMATO3 C MOJIUAHTUUTOM
DKMO - skcTpakoprnopasibHas MeMOpaHHast OKCUTeHALs
Ig — nMMyHOrIOOY TMHBI

K nan6Gonee yacTbIM MPUYMHAM MAaCCUBHOTO KPOBOXAPKaHbsI
u neroyHoro kposoTeueHus (JIK) Hapsiny co 3710KaueCTBEHHbIMU
HOBOOOPA30BaHUSMU OTHOCSAT BOCHAIUTE/IbHYO OPOHXOJIEr0Y-
HYIO MATOJIOTHIO, B TOM 4KCJie OO0YCJIOBJIEHHYIO peBMaTHhye-
ckumu 3a6onieBanusivmu (P3). Y mamuentoB ¢ P3 maccuBHoe
KpoBoxapkanbe 1 JIK SIBISIIOTCS peIKUMU, TOTEHUUAIIBHO XKU3-
HEyrpOXKaOUIMMU COCTOSIHUSMM, KOTOPbIE BO3HUKAIOT KaK B K-
TUBHYIO CTajIMI0 OOJIE3HU, TaK U ITPU PA3BUTUN HEXKEJIATEIbHBIX
peakuuii (HP) nevyenwus, yro Bcerpga TpedyeT ObICTPOro pearu-
poBaHusl ¢ obecrnevyeHueM aJeKBaTHOW OKCUTeHAUUu KPOBH,
KOHTPOJIst KpoBonoTepu. CTpeMUTENLHOE TEUEHUE NOPAXKEHUS
JIeTKUX, ocoxkHeHHoro JIK, MokeT pa3BuBaThCsl HA CAMOM PaH-
HEM aTarne MaHU(ECTHO! CTajuN, 0 yCTaHOBJIEHNSI HO30JIOIH-
yeckoll (popMbl P3, uTo 3aTpyaHsieT JUAarHOCTHKY U BbIOOD
ONTUMAJILHOM J1e4eOHOI CTpaTernd OCHOBHOIO 3a00J1€BaHuUsl.
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C ppyroit croponsl, passutue JIK B Xxofie mpoBoAMMON Tepanuu
BCEr/ja CO3[AeT CYLLECTBEHHbIE CJIOXKHOCTU /ISl KyPaLUy Naly-
eHta ¢ P3. Bo Bcex Takux ciydasx peBMaTOJIOT SIBJISIETCS
KJIFOYEBbIM CHELUANIUCTOM, KOTOPbIA NPUHUMAECT pPELIeHUs,
OIPEJIENSAIOLINE TPOTHO3.

IonsaTns XxusHeyrpoxarouee KpoBoxapkanee n JIK sB-
JISIFOTCS OJIM3KUMU, K UX KPUTEPUSIM OTHOCSIT MOTEPIO OoJiee
100 M1 aKCeKTOpUPOBaHHOM KPOBU 3a 24 4 1 NPUCYTCTBUE HA-
pyLIEeHUii ra3000MeHa, OOCTPYKUMHN IbIXAaTEJIbHbIX MyTel WIn
HECTAOUIBbHOCTY FeMOAMHAMUKY BCJIECTBUE KPOBOIIOTEPU C 110-
TpeOGHOCTHIO B HA3HAUEHUH Ba30mpeccopos [1].

Hesapgonro no passutus JIK maumeHT MOXeT ollyllaTh
B ropuie nepuieHue uiam oynbkanbe. [Ipu kpoBoxapkanse u JIK,
KaK MPaBUIIO, BbIEJISAETCS KPOBb ajloro LiBeTa, YACTUYHO NEHU-
cTas. B TeueHue nocneyromyx HECKOJIBKUX JHEN MOKPOTA CO-
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HeotroxHble COCTOSIHMS B peBMaTororm

NEPXKUT TPUMECh KPOBH, YaCTO BBICIYLIMBAIOTCS BIIa’KHbIE
XPpUIbI M BO3MOXKHO pa3BUTHE ACMUPALMOHHON MHEBMOHMH,
00bIYHO Ha 2-3-11 ieHb nocJjie KpoBoTeueHusi. Kpaiine pejko Ha-
OJrofiaeTCsl MENeHa IpY 3aryaThbIBaHUK 3HAYUTEIBHOTO KOJINYe-
ctBa KpoBu. ClieflyeT yuuThbIBaTh, YTO OTKAIIIMBAHUE TIOPOI
COIPOBOXK/IAETCS 3arjaTbIBAHMEM KPOBH, BIOCIE/ICTBUU CHITb-
HBIi1 KallleJlb MOXKET BbI3bIBATh PBOTY MPOIJIOYEHHOI KPOBbIO,
YTO CUMYJIMPYET XKeyJJ0YHOEe KpOBOTeUeHnEe. BO3MOXKHO 1 06-
paTHoe, KOrjja Xely/Io4HOe KPOBOTEUYEHHE COMPOBOXK/ASTCS ac-
nupanyeil KpoBU C TOCJEAyIOIUM oTXapkuBaHuem. Ilpu
KPOBOTEUYEHMSIX U3 BEPXHUX [IbIXAaTENbHbIX MyTell MOXKET Mpo-
HCXOANTD KaK 3arjlaTbIBaHNE KPOBM, TaK M 3aT€KaHUE €€ B HO-
COIJIOTKY C OTKAIIIJIMBAaHUEM.

B oTnmume oT KpoBOXapKaHbsl ICTUHHOM KPOBABOM PBOTE HE
CBOICTBEHHA TEHUCTasl KPOBb, [BET KOTOPOH, KaK MpaBuJo,
TEMHO-KPACHBI, pexKe KOPUYHEBBIN (SIPKO-KpacHasi KpOBb
MOZKeT HaOJIOAAThCSl PU ApTEPUAIEHOM XKEJTyIOUHOM KPOBO-
TEYEHNUH 1 NTPU KPOBOTEUEHNH U3 PACILIMPEHHBIX BEH MUIIEBOJIA),
nepejl HaualoM KpOBaBO PBOThI BO3MOXKEH 0OMOPOK , BIOCJIE]]-
CTBMI OYEHb YaCTO HAOIONAETCS MEJIEHA.

Iowuck npuunnb! JIK TpebyeT TiiaTenbHOro c6opa aHam-
He3a, POBe/IeHNs] MOAPOOHOT0 KIMHUYECKOro OCMOTpa Maliu-
€HTa, BBITIOJIHEHWS ¢pubpobponxockonun (®BC)
U MYJIbTUCIIUPANBHOI KoMnbtoTepHoit Tomorpaguu (MCKT)
JIETKUX, YTO Y GOJILIIMHCTBA OOJIBHBIX MO3BOJISIET YCTAHOBUTH
TOYHBIN ArarHo3. Bmecte ¢ Tem B 7-15% cnyuyaeB He ymaeTcs
BbISIBUTH NPUYMHY KPOBOXApKaHbsl laxke MPU UCIOJIb30BAHUU
CaMbIX COBPEMEHHbIX METOJ0B uccnefoBanus [2, 3].

MCKT o6nagaeT 60JbIIEH IMarHOCTUYECKOM IIEHHOCTHIO,
yem pentrerorpacusi. Y nanmenTos ¢ JIK mpu MCKT moryT
OIPeJIeIISITLCS U3MEHEHUS B TIAPEHXMME JIETKUX B BUJIE yYaCTKOB
KOHCOJIMJIALIMY WU «MAaTOBOI'O CTEKJIa», a TAKXKe NPU3HAKY aTe-
JIeKTa3a CerMEeHTa MJM JOJIM JIErKOro B Ciy4asx o0Typauuu
6ponxa cryctkom kposu [4]. MCKT opraHoB rpygHo#l KIeTKI
C KOHTPAaCTUMPOBAaHUEM MPUMEHSIOT Il YTOYHEHHUs] JIOKaIn3a-
UMM KPOBOTEYEHUsI U3 OPOHXUANBHBIX apTEPUIl U BbISIBJICHUS
AQHOMAJIMI B CUCTEME JIErO4YHOro KpoBooOpatuenus [5]. [Tpu ot-
CYTCTBMM HEMOCPEACTBEHHON YIpo3bl >KW3HM IPOBEJCHUE
MCKT pekomenpoBano nepep BoinonHenuem PbC, no3pousito-
et ycranoButh uctounuk JIK B 70-90% cayyaes [6, 7]. Tlo-
ckonbky PBC MOXET OCIOXKHUTBLCS TUIOKCEMUEn (Miu ee
MPOrpecCUPOBAHNEM), BLIMOJIHEHUE MAHUITYJISLMN IOJIXKHO CO-
NPOBOX/ATHCSI OKCUTEHOTEPANueil ¢ aJeKBaTHbIM OTOKOM /1JIs
npeaynpexxaeHust iecatypauuu. Beem nayuenTam ¢ KpoBoxap-
kanbeM uin JIK Heo0XxoaumM MOHUTOPHHT yPOBHS T€eMOIJIO0MHA,
YTO MO3BOJISICT OLEHMBATH BBIPAXKEHHOCTD 1 POIPECCUPOBAHNE
KPOBONOTEPHU, /1151 yTOUHEHUS TSIXKECTH [bIXaTEeIbHOIN HelocTa-
ToyHocTH (JJH) mpoBoAsIT aHamM3 ra3oBOro CocTaBa apTepraib-
HOI1 KpOBH.

Cpemu npuunH JIK, KoTOpOe MOXKeT pa3BUBATHCS BCJE[-
CTBME MOPaXKEHUsI KaK MEJIKUX, TaK U KPYIHbIX COCY/0B, Clle-
AyeT 00CY>KAaTh LMIMPOKUI1 CIIEKTP ayTOMMMYHHOI NAaTOJIOTUH,
BKJIIOYast pa3iimuHble P3, a Tak:ke cepeuyHo-cocyanucTble 3a60-
JIeBaHMs, TTATOJIOTUIO TeMOCTa3a, NH(EKIMOHHbIE 00JIE3HU, HO-
BOOOpPA30BaHUsl, Ppa3lIMuHble  BPOX/EHHbIE  COCTOSIHUS,
TPaBMaTUUYECKOE MOBPEKJIEHNUE COCY/I0B, B TOM YMCJIE SITPOTeH-
Hoe (cM. Tadmmnuy). Kax npasuino, npiannoit JIK cranossitest
MATOJIOTMYECKUE U3MEHEHMSI B apTepusiX OOIBIIOro Kpyra Kpo-
BooOpauienus, pexke JIK pa3BuBaercs BcieicTBUE MOpasKeHUs!
JIerouHbIX aprepuil (5%).

Jlnst puarHocTuku g y3HOTo anbBEOISIPHOTO KpOBOTEYe-
uust (JIAK) Bemonasitor @BC u niccnenoBanne GpoHX0aIbBEO-
nspHoro naBaxka (BAJI), mpu koTopom o0OGHapy»KuBaroT
HapacTaHue MPUMECH KPOBU B KasKJIO MOCIEYOLIEH MOpLUU
GPOHXOATLBEOJISIPHOTO CMbIBA. [IpU3HAKOM HEIaBHETO allbBEO-
JIIPHOTO KPOBOTEUEHUSI (HE BIIOJTHE CIEU(PUIECKIM) SIBIISIETCSI
cofiep>kaHne B Makpodarax MHTaKTHBIX 3PUTPOLUTOB, B TO
BpeMsi KaK NpY OKKYJIbTHOM WJIM XPOHMYECKOM KPOBOTEUYECHUU
Makpoaru Harpy>KeHbl FeMOCHJIEPUHOM, YTO OOHAPY>KUBAIOT
MIPY IUTOJIOTHUECKOM UCCIIEIOBAHNN C IPUMEHEHIEM OKPACKU
6eparHCcKOoi Ja3ypeto [8]. [Ipn MUKpocKonuM yuYnuTHIBaIOT MO-
kazaresb Golden score, npu aToM cpen 100 KIETOK Kax/bIit
Makpodar B 3aBUCMMOCTH OT MHTEHCHBHOCTH OKpAllIMBAHUS
OIIeHNBAIOT OT 1 70 4 6GayIoB, CyMMapHBII TIOKa3aTelb 6olee
100 cBupierenbcTByeT B nmons3y JAK [9, 10].

Cucremuble Backyautbl (CB) 3aHUMalOT TpeThbe MeCcTO
cpezi Hanbosee YacTbIX NPUUYMH FOCIUTANIN3ALUY B OT/ICIICHUS
WHTEHCUBHON Tepanuu u peannmaimu B cBs3u ¢ [JAK mocne
TpoMbGoiuTonenun u cerncuca. B ocnose pazsutus [JAK nexxut
HAKOIUIEHUE B MIPOCBETE AJIbBEOJI 3PUTPOLUTOB, MPOHUKAFOILX
U3 aJbBEOJISIPHBIX KANWIISIPOB M BEHYJ, YTO MPOSIBISETCS
OJIBIIIIKON, KPOBOXAPKAHBEM, COTPOBOXK/IAETCSI PEHTTEHOJIOTH-
YeCKMMU NPU3HAKaMH abBEOJISIPHON MH(DUITLTPALMH, TaIeHUEM
YPOBHSI TeMOTJIO0MHA U PU OTCYTCTBUM CBOEBPEMEHHOTO Jieyue-
HMSI MOKET NPUBOJUTD K ocTpoii [TH, mpeficTaBasiTh yrpo3y adst
SKU3HU 00JIbHOTO (pHC. 1, cM. Ha uBeTHOM BKJenke) [11]. [Tpo-
ruo3 [JAK nHebnaronpusiTeH, HE3aBUCUMO OT XapaKTepa OCHOB-
HOro 3a6oJieBaHusi. Tak, B peTPOCIIEKTMBHOM HCCIIE/IOBAHUN,
BrounBIieM 39 manuenToB ¢ P3 n JIAK, netambHOCTE Oblia
BBILIIE NTPY CHIDKEHUH CaTypaluy KMCIopofia B Kposu Hixke 90%
(50 1 5%, p=0,003), noTpeGHOCTH B UCKYCCTBEHHON BEHTUJISI-
uun nerkux (MBJI) u remognanuze (coorBeTcTBeHHO 77 11 7%,
p <0,001; 50 u 15%, p=0,045) [12].

Couerannie [IAK 1 GbICTpONIpOrpeccupyoOIIero riioMepyio-
Hepputa (I'H), xapakTepusyroiierocsi CTpeMUTENbHbIM (B Teue-
HUe 3 Mec) yXyjlleHueMm (PyHKUMM MOYeK C MOBbILICHUEM
YPOBHSI KpeaTHHUHA CHIBOPOTKM KPOBM OoJiee YeM B JiBa pas3a
MIPY AKTUBHOM MOYEBOM OCaJIKe, OTMMCHIBAIOT KaK «JIETOYHO-TIO-
yeunslid cunipom» (JIIIC) [13]. On mMokeT ObITH 00yCIOBICH
Pa3IMYHBIMM NATOreHETUUECKUMHU MEXaHU3MaMH, BKITIOYAst TH-
NEeprnpoAyKIMIO aHTUHENTPO(WIBHBIX IMTOMIIA3MATUYECKUX aH-
tuten (AHLLA), aaTuTen K 6a3anbHOil MeMOpaHe KiyO0UKOB
(aBMK), o6pa3oBaHue pa3auyHbIX UMMYHHBIX KOMIIJIEKCOB,
TPOMOOTHYECKYI0 MUKpOAHTHonatuo (puc. 2). Mopdonoruye-
ckum cy6erparom JITIC sBasiercst nopaskeHne MeJIKNX COCy/IOB,
BKJTIOYAs apTepPUOJITbI, BEHYJIbI, KAMJUISIPBI, B TOM YHUCIE allb-
Beossipuble, n pa3zsutue ['H. K Hanbonee yacTbiM npuurHam
JIIIC otHocar AHLIA-accouumnpoBaHHbIe CUCTEMHbBIE BaCKY-
mutbl (AHIA-CB) n abBMK-accouunpoBaHHoe 3a6o0sieBaHne
(aBMK-3), cocrasmnstrore 75% Bcex ciy4daes [13]. Pexxe JITIC
MOXKET Pa3BUBATLCS MPH cUCTEMHO KpacHoit BomuaHke (CKB),
KaracTpouueckom anTugochoaunuaHoM cunapome (APC),
ummyHorno6ysuH (Ig) A-accouyumpoBanHoM Backyaure lleH-
nefina—[ eHoxa, Kpuoriao0yIMHEMIIECKOM BaCKYJIIUTE , TPOMOO-
TU4eckor TpomobonmTonennyeckoi mypmype (TTIT), nadpexuusx
(BKJTIOYAs BUPYC MIMMYHOE(PULMTA YEJIOBEKA), 31I0KaYeCTBEH-
HbIX HOBOOOPA30BaHMSIX , IEKAPCTBEHHON peakyy (Ha aJuiomny-
PYHOJ, TPAHCPETUHOEBYIO KHCIOTY, KapOmma3os, KOKauH,
meHIWITUIAHTONH, TUAPATa3nuH, METUMA30J1, IEHULIIITIAMIH,
NPONUIITHOYpaLu, CybcacanazuH u ap.) [14].
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an‘lMHbl A€Tro4HOro KpoBore4yeHus

an‘lMHbl A€ro4HOoro

KPOBOTeYeHHs (IIPOAOAKEHHME)

Hopa)Kel-me MEJIKMX COCYA0B

* 3abosieBaHle, aCCOLMMPOBAHHOE

* Kucto3ubiit pubpo3

C aHTUTEJIaMU K 6a3aJIbHON MeM- Bpoxnenunbie « MceniocexBecTpams
OpaHe Ki1yOOUKOB 3a060J1eBaHuUs C / .
L]
« AHIJA-aCCOUMMPOBAHHbIE CHCTEM- TEHO3/ aTpe3Ks Jero4Holl apTepun
HbIE BACKYJINThI * BpoHxuaibHas afieHoMa
* MUKPOCKONUYECKUI MOJUAHTUUT HoBooGpaszoBanust ~ ® Meracraspl
* ['panynemaTo3s ¢ noauaHruurom Be- g o Pak 1erkoro
reHepa
P . Z * lnopopHoe Teno
* D03UHO(UIILHBII TPaHyJIeMaTO3 S
¢ nommanruuToM Yepmka—Crpocc 5 * TpaBma rpyiHOIT KIICTKH
AyTOMMMYHHBIE * [gA-Backymut lllenneitna—I eHoxa é * SITporeHHOe MOBpEsK/IEHUE JIeroy-
3a00J1eBaHusl, o Bonesns Bexuera £ HOI apTepuu (KaTeTepoM)
CUCTEMHbIE g e X 6 6
« KpHoroGymnemust : pOHMUYECKNe 0GCTPYKTHUBHBIE GO-
BACKYJINTBI . = JIe3HU JIeTKUX
* AHTH(hOCHOMUNMUHBINA CHHIPOM 3 .
¥ * HTepcTrmanbHblil pruopo3
* CucTeMHasl KpacHasi BOJTYaHKA 3 Jpyrue
( JIIOHyC-HHeBMOHI/IT) %‘ L4 HpO(bCCCI/IOHaJILHbIe 3a00JIeBaHUsT
« CHCTeMHast CKIePOJIEpMHS = (MTHEBMOKOHMO3, CUITKO3, Gepuil-
Jmo3)
* JlepMaTOMUO3UT/IIOJTUMHUO3UT
. e Jlerounslit 3HAOMETPUO3
* PeBMaTON/IHbIA BACKYJIUT
* DXUHOKOKKO3 JIETKUX
e JlekapcTBeHHas peakuyst
» PeaKiyyist OTTOP3KeHNUs! TIPH TPAHC- * SI3Ba [Ienacpya ¢ nokanuzauyei
MUIAHTALMN JIETKUX B GPOHXaX
* MuTpanbHblil CTEHO3
Cepneuto- * JIeBOKey/JOUKOBasi HEJIOCTATOY-
COCYIUCTbIE HOCTD CKB
BaHUsI .
3aboneBa * OmnyXxoJib IpejcepasI Karacrpoduueckuit AGC
p IgA-Backynur lllennerina—I enoxa
* STporennslii aepuuut BuTamuHa K g y
Kpunornobymnemus
Bonesuu * TpomGoauTryeckas Tepanusi Uudpexiym
CBEPTHIBAIOLIEN » Koarynonatuu (6omne3ns Bumne- Onyxomu

CUCTEMBI KPOBU

Opanyia, reMouns, TPOMGOLUTO-
TIeHUs1)

Apyrue

¢ JIumcpanruoneitomuomaTos
» Ty6epo3Hblii cknepos
* ['emocuepo3s Jerkux

* BeHOOKKTI03MOHHAsI 00JI€3Hb

e JlerouHblii KanuUISIPHbII FeMaH-
TOMAaTo3

ITopakeHue KpymHBIX COCYI0B

Nuekunonnsie
3a060J1eBaHuUs

CepneuHo-
COCY/IUCTbIE
3a00JIeBaHNs

e AGcLecc Jerkoro

* OcTpblii/ XpOHUYECKUII OPOHXUT

* bpoHxoakTaruyeckast 60Je3Hb

* Muko3bl

* [TapasurapHble HH(EKIUN

* [TneBMOHMS

 TyGepKynes/HeTyGepKyIe3Hble MU-
KOOAKTepUo3bl

* ApTeprOBEHO3HbIE MaJIb(hOpMaLK

* AHeBpU3Ma OGPOHXUAJILHOI apTepunt

* BponxoapTepuanbHas (pucTyia

* XpoHHUecKast cepjieuHast HejjocTa-
TOYHOCTH

* TpomG0aMOonust TerovHoit apre-
PpyUM/MHDAPKT JIETKOro

e Jlerounast runepTeH3us

* DHIOKAPAUT C MOPa’KEHNEM MPaBbIX
OTJIENIOB Cep/La

* Pa3pbIB aHeBpPU3MBI TPYAHOIO OT-
fieJ1a a0pThl/ AUCCEKLUS

 CenrTiueckast SMOOIVIS JIETOTHOM
apTepun

JlekapcTBeHHbIE PeaKLUN

AHIIA-CB

abMK 67 %

aBbMK-3a6oneBanne
4%

18%

—

abMK + AHIIA
14%

Puc. 2. TIpnumnHbl ACTOYHO-NIO4EUHOTO CHHApOMa [13].
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Puc. 3. MCKT aerkux y 60abHOro MIIA ¢ AAK: uHTepcTmum-
aAbHOe mopaxeHue ¢ (pokycaMu MH(PMABTPALMU B MPaBOM

AETKOM.
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HeotroxHble COCTOSIHMS B peBMaTororm

I'pynna AHIIA-CB, sBasitornasicst HauboJsiee 4acToi Npuin-
noii JITIC n [IAK y 6onbHbIX P3, BKiTIOUaeT rpanyiemMaros ¢ mo-
muanruntom (I'TIA), mukpockonuueckuil nonuanruut (MITA)
1 303MHO(UIIBbHBINA TpaHyieMaTo3 ¢ noauanruurom (OTTIA),
00'be/IMHEHHbIE KJIIOUeBON maToreHeTnyeckoin poasto AHIIA,
MPEUMYILECTBEHHbIM BOBJIEUEHUEM COCY/IOB MEJIKOTO Kaiuopa
¥ TTOJIMOPTaHHBIM TIOPAYKEHUEM C TUMTMYHOI KIIMHUUECKON Tpua-
JI0M1, BKITFOYAIOLIEH MAaTOJIOTHIO JIETKMX , BEPXHUX JIbIXaTEJbHBIX
myTeit u ouek [12, 13, 15]. CrnetyeT OTMETHUTD, UTO pa3inyust
ME3Ky OT/elbHbIMHI Ho3oJormueckumn popmamu AHIIA-CB
He BCerjia OYeBU/IHbI, MPEXK/e BCero B MaHN(eCTHbIN neprof 60-
Je3Hn. BaskHoe 3HaueHHe MMeeT SMUTONHAs CNeln(UIHOCTh
AHIIA x nporennase-3 (ITP3) nnm muenonepokcuaasze (MIT10),
Hapsily C HO30JIOTMYECKON NMPHUHAJIEXKHOCTBIO 3a00JIeBaHus!
OKa3bIBaIOIIIAs BIMSIHUE HA MPOrHO3, IPU 3TOM HarboJiee Hebua-
ronpusitHbIM BapuanToM AHIIA-CB sBnsetca MITA ¢ runep-
npopykumeit AHUA k TIP3 (alIP3). Tak, no coGCTBEHHBIM
nanabM, ipu DI'TIA u I'TIA noka3zaTtenm o611ieii BbIKUBAeMOCTH
6onee 6maronpusTHbI, yeM npu MITA , neTanbHOCTB cOCTaBISIET
cooTBeTcTBeHHO 5—7% u 18% (p=0,003), npu aTom oG1as ya-
CTOTA JIeTAJIbHBIX UCXO/I0B BbIlle y 60sbHBIX MITA c allP3, yem
npu MITA ¢ AHIA x MITO (aMIIO) (18 u 9%) [16]. [Tprunnoit
cmepTtH B 65% ciydaeB MITA cranosutces JIK w/unm nporpec-
cupoBaHue nouevHoy HefgoctarouHocTy (ITH) no TepMunansHo
craguu, B 18% — cepbesHble unpekponnblie HP. B To ke Bpemst
npu ['TIA cpeay mpuynH JeTanbHBIX NCXOfIOB TPe06IaIaloT UH-
¢exuponnusie HP (40%), akTMBHOCTDL 3a60J€BaHUs SIBISIETCS
npuuuHoit cmeptu B 10% ciyuaes.

Jlnst nopaxkenust nerkux npu MITA TunmyHo passutue remop-
parmdeckoro anbBeosuta (65%), darie ocnoskusromerocs JIK,
yem nipu I'TIA (coorBercTBenHo 17 u 3%, p<0,05), HecMOTpst Ha
T0, uTO npu MITA He hopMUpyIOTCs OUaru AecTpyKLMH JIETOUHOM
TKaHu, cBoiicTBeHHble ['TIA. [TopaxkeHune nouek Takxke Gosee
vacTo Habmopaetcs ipu MITA (89%), yem mpu I'TIA u DI'TIA
(62 u 44%), n yaie nMpuOOpeTaeT OLICTPONPOrpecCUpyoLIEe
teuenue (33 u 14-15%, p<0,05), TpeOyeT JieueHns: reMOfaI30M
(20 1 0-3%, p<0,05). ITpu aTom MIIA c alIP3 npoTekaet arpec-
cuszee, ueM MIIA ¢ aMIIO, compoBoxkpasich 60ee BEICOKUM
YPOBHEM CbIBOPOTOYHOI'O KpeaTHHMHA 1 6oiee 4acTbIM Pa3Bu-
TueM ObicTponporpeccupytowero I'H (41 u 14%, p=0,023).

IMopaxenue nerkux npu MITA no gpanabiM MCKT xapaxk-
TEpU3yeTCsl KAPTUHON MHTEPCTULUMAIBHOIO MOPAXKEHUS C UH-
¢unbTpaumeil JeroyHoi MapeHXMMbl W/MIM  y4YacTKaMu
«MaTOBOTO CTeKJa» (puc. 3). BaxkHO MOMHUTB, YTO NATOJIOTHS
nerkux npu AHITA-CB moxeT npoTekaTb aCUMITOMHO, IIpU
stoMm [JAK crmoco6HO pa3BUTHCS BHE3AMHO, €IUHCTBEHHBIM
NPU3HAKOM IeMOpparuniyeckoro ajbBeoJIUTa, IOMUMO PEHTre-
HOJIOTMYECKUX U3MEHEHUIT, MOXKET ObITh ObICTPOE CHUXKEHUE
YPOBHSI reMOrjIo0MHa BCJIE[ICTBUE TeMOPparui B TKaHb Jier-
koro. JIH HaGmiomaeTcss y KaxKgoro BTOPOTO OOJIBLHOTO
AHIA-CB ¢ JAK, B 47% cnyuaeB neo6xoguma UBJI [17].
Tskenoe TeyeHue 3a60JI€BaHUST XapaKTEPHO NMPU COUYETAHUN
runepnpopykuuu AHITA u abBMK, uro na6mtopator B 14%
cayuaaes JITIC [13].

KpaiiHe pefikuM ayTOMMMYHHbIM 3a00JI€BAaHUEM SIBJISIETCS
aBMK-3 (cunppom I'ynnacuepa), naToreHeTMUECKH 00YCIIOB-
nenHblt npogykuueit abMK u xapakTepusyromuiicst pa3BUTHEM
onicTponporpeccupytoiero ['H u [IAK. [IpotuB HeosnuTomnos
HEKOJIJIAareHOBOro foMeHa o3 1 o5 nenei KosnareHa 1V tumna,
PAcIOJIOKEHHbIX Ha aJIbBEOJISIPHO U KiTyOOUKOBOI 6a3a/IbHbIX
MemOpanax, Hanpasnenbl abMK [18]. B kauecTBe Tpurrepos
KOH(pOPMAMOHHBIX M3MEHEHUI MAaKPOMOJIEKYJ HOPMAJILHOTO
kosutareHa I'V Tuna o6cy>kaaroT KypeHue u Apyrue Hebaaronpu-
SITHbIe (PAKTOPbl BHEIIHEH cpefbl, Tak, 85% mNaluueHTOB
¢ abMK-3 sBIIsItOTCSl aKTUBHBIMU KYPUIIBLIMKAMU, U IPUMEPHO
y 1/3 GONBbHBIX yHaeTCs BbISBUTb KOHTAKT C APYTMMHU MHIaJIsI-
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umoHHbIMU areHTamu [19]. Y 10-20% manuentoB ¢ abMK-3
o6Hapy>xwuBaroT runeprnpoaykipro AHLIA [20].

IuarHocTrka 3a00JieBaHUS OCHOBaHAa Ha OOHAPY>KEHUU
B cbiBopoTKe KpoBu abBMK, kotopsie onpepensitor B 80% cay-
4yaeB, UJIM JIMHEHHbIX JIENIO3UTOB, BLISIBIISIEMbIX HA TJIOMEpYJIsp-
HOW 0a3aabLHONI MeMOpaHe c IIOMOIILIO
UMMYHOIIIOOPECLEHTHOIO OKpAllMBaHUsl OMONTATOB MOYEK,
penko nerkux. [Ipu6nusurensHo B nosoBuHe ciayvyaeB abMK-3
TspkecTb [JJAK 1 nopakeHue noyex paBHOLEHHbI. Y JpYroii no-
JIOBMHBI MAILMEHTOB MCXOf] TMPEK/IE BCEro OMpefesieT nopayke-
HHME TOYeK, B TO BpeMs KaK IaTOJIOrusl JIETKUX MPOTeKaeT
CYOKJIMHMYECKH WM MOKET OTCYTCTBOBaTh. B 5—10% cnyuaes
JIAK siBnsieTcst OCHOBHBIM TposiBiieHueM 6ounie3nu. HeoTnox-
HOT'O Ha3HAYCHUS aJIEKBATHOT'O JIEYEHUs B CBS3U C PUCKOM (pa-
tanbHoro JIK v pa3BuTHst cTpeMUTEIHLHOTO MPOrpPecCUpOBaHNS
ITH no repmunanbHoM ctagun Tpedyer abMK-3 [21].

ITpu CKB passutue JAK oTHOCUTCS K PEIKUM, HO XKU3HE-
YTpOXKaroLMM MaHU(ECTALHsIM 1, KaK TPaBUiIo, COMPOBOK/Ia-
€TCsl BHEJIErOUHBIMM TPOsIBIeHUsIMUA 3abonieBanust [22, 23].
I'mcTonornueckoit oco6ennoctbio JJAK, kak n npu momnyc-Hed-
puTe, SIBISIeTCS] HATIMYME JISTIO3UTOB MIMMYHHBIX KOMIUIEKCOB [9].
Cpemu rocrmtamzupoBansbix nanueHToB ¢ CKB [TAK nuarxo-
cTupyioT ¢ yactotoit 4%, y nereii ¢ CKB JAK ormeuaeTcs
yauie, B 29% cnyuaes [24]. K HezaBucumMbiM npeukTopam JAK
npu CKB oTHOCST HU3KHMIT YPOBEHb CHIBOPOTOUHOTr0 C3-KOM-
MOHEHTa KOMIJIEMEHTAa Hapsijly ¢ TMIOKCUEH U TPOoMOOLTONe-
nuent [10, 25, 26]. He6GnaronpusiTHHIMU MPOTHOCTUYECKUMU
pakTopamu, okasbIBatoLMK BimsiHue Ha Teuenne [JAK y 60:b-
Hbix CKB, asnstores [TH, neo6xopumocts VIBJI, TpomGouuTo-
MeHUsI, HEMPONCUXUYECKNE PACCTPOMCTBA, COMYTCTBYOLAS
uH(ekms 1 Tepanus upkinopocganom (UD) [22, 27-29].

Pasnuunble MMyHHBIE 3a00s1eBaHus Kak npuunny JJTAK
puarHoctupyroT y 19-42% nauueHros, B TO BpeMsl Kak B 58—
81% cnyuaes JIK sBasieTcs ciefcTBUEM HE MMMYHHbBIX MeXa-
HU3MOB M Haubosiee 4acTO CBSI3aHO C MATOJIOTMEN cepjua,
MPEK/Ie BCEro JI€BOXKETYI0UKOBOI HEJOCTATOUYHOCTHIO U MUT-
PaJbHBIM CTEHO30M, PA3JIMYHBIMU MH(EKUUSAMU, BJIUSHUEM Jie-
KapCTBEHHBIX MPENnapaToB, HAPYLICHUSIMU CBEPThIBAIOILEH
cucrtemnl [30-33].

MuTpanbHblil CTEHO3 U Jpyrue OOJIE3HU JIEBBbIX OT/ENIOB
cepyLa, COPOBOXK/ABILMECS MOBBILIEHIEM IaBJICHHS B JIETOUHBIX
BEHaX, MOT'YT OCIIOXKHSATHCS] KPOBOXApKaHbEM, TTPU 3TOM OCTPOE
MaccuBHOe KpoBoxapkanbe min JIK pasBuBaercs penko [34].
Kax npasuno, [JAK, BbI3BaHHOE reMOJIMHAMUYECKUMU Hapyllie-
HUSIMM, IMEET XPOHMUYECKOE OKKYJIbTHOE T€YEHHE, CBUICTEIIb-
CTBOM Yero siBJisieTcsi OOHapy>KeHNe B ajbBEOJIax Makpoaros,
Harpy>keHHbIX remocujepruHoM. OCHOBHbIE MEXaHU3MbI KPOBO-
NOTEPU B 3TOM CJIy4ae CBSI3aHbl C MOBBILLIEHWEM IMIpOCTaTHye-
CKOTO JIABJICHUS B JIETOYHBIX KANMJUISIPAX W/MiM GPOHXUATIBLHBIX
BEHAX C MOCJIEYOLIM UX POPbIBOM B aJIbBEOJISIPHOE MPOCTPAH-
CTBO, MPOCBET ibIXaTebHbIX myTel [34, 35]. [Tlockonbky peBmMa-
TUYECKUI MOPOK MUTPAIBLHOrO KJlalaHa B HACTOSIILEE BpeMsi
BCTpeYaeTcs peyiko, oonee yactoi npuunHoi JJAK spansiercs se-
BOXKEJY/IOUKOBAsl HEIOCTATOYHOCTb (CUCTONIMYECKAas U Jjua-
cromuueckas) [33]. Taxske k pazsutuio [JAK MozkeT npuBoauTh
MUTpaJIbHAas peryprurtauusi. Hanmuue u cteneHb BLIPasKEHHOCTH
MATOJIOTMY KJIAMAHOB CEP/ila JIyyllle OLEHUBAKOTCS TP MOMOLIT
TpaHc330hareanbHON 3X0Kaporpagun, YeM TpaHCTOpaKallb-
Hoit [36]. Teuenne JJAK, cBsi3aHHOM C J€BOXKENTyJOUKOBOI He-
JAOCTATOYHOCTBIO, ~ MOXKET  YCyryOomaTbCs  NPOBOAUMON
AQHTUKOATYJISIHTHOW Tepanuell, Harpumep, Ha3HayaeMoi 1o No-
BOIY (PUOPUIISIIIAY TIPEJICePIIIA.

JIK, o6ycnoBneHHOe pa3pbIBOM aHEBPU3MBI IPY/IHOTO OT-
AeJia a0pThl Wi uccekuyent npu P3, riaBHbIM 00pa3oM MOXKeT
Ha6mopiaThest npu CB ¢ nopakeHneM KpyMHbIX COCY/0B (apTe-
punte Takasicy 1 TUTraHTOKJIETOYHOM apTEPUUTE).
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B.B. Kpaesa, T.B. beketoBa

ITopo3penne Ha passutue [JJAK o IopTBepxnenne Her | Hckmouenne JAK, nouck
npu Bo3moxkHocT MCKT opraHoB rpyHoi KJeTKU “| ¢ nomompio BAJI - Apyroro 3aGoeBaHMsI
a
OTmeHa
JeKa AHLA —
perea, | BrisiBieHue cBsi3n BoisiieHue nopoka Ha IxoKT',
HaG/oeHue ¢ IpUEeMOM cepaua, cepaeaHon > COOTBETCTBYIOIIEE
AHIIA + JIEKApCTBEHHOI'0 HEeA0CTATOYHOCTH, JieueHne
OTMeHa < npenapara BbICOKOT0 ypoBHsi MHII
JIleKapcTBa, + Her
NaJbHeNIuu
TMOUCK, JIeYeHue > AHIIA (allP3, aMIIO), abMK, AHA, allHK, AK/JI, aSCL-70, P®, KpuorioGyJIuHbl
0O0IINIT AaHAJIA3 MOYH, CYTOYHASI MPOTENMHYPHsl, KPpEATHHIH KPOBU
aBMK- ooummii ananus kposu, CPb, koaryirorpamma
sabonepanme | BbIsSIBJIeHUE KIMHMYECKUX MPpu3HaKoB P3, B TOM 4ncie NPOTeKAOIUX aCHMIITOMHO
Y Y Y Y Y
IMIA® BBUT' Backyautsl unarno3
H® s/B,I'K B/B MeJIKHX COCY/I0B CKB He YCTaHOBJIeH cca Mipyrne P3
Y Y Y Y
H® /B, I'K B/B, BBUI', B03MOXKHO [TAD, Buoncus Hwuskmue mo3s1 I'K B/8B,
sonociaeacrteuu PTM HauMeHee MHBA3MBHAS I'K, I® B/B P s/B
13 TIOBPEKJICHHOTO
oprana

Puc. 4. Aaroputm BeaeHmst naumentos ¢ AAK, npearoxenHbiit M. Nasser u coasr. [11], B Moandukaumm.
Ipumeuanue: I'K — rmokokoptukoussl, LI — nuknodpocdan, PTM — purykcuma6d, [TAD — nnazmadepe3, BBUI'— BHyTpuBEeHHbII

MMMYHOTJIO0YJINH, B/B — BHYTPUBEHHO.

K nngexmmonnsmv npuunnam [JAK otHocaT TyGepkyrnes,
JIENTOCNMPO3, THBA3MBHBIN aclieprusiie3, CUCTEMHBIN KaHUI03,
CTPOHTUIIOUJI03, JIETOUHBIN 9XUHOKOKKO3, CTa(PUIOKOKKOBYIO
[THEBMOHHUIO, JIETUOHEJIE3, MUKOILIa3My , CUHIPOM NPUOOpETEH-
HOT0 MMMYHHOTO fiechuita, Bupyc H1N1, Bupyc rpunma, uurto-
MerajioBUpyc, BUPYC NPOCTOro repreca, XaHTaBUpyC, MANSPUIO
[14]. CnepyeT yuuTbIBaTh PUCK TYOEpKyJle3a U Ipyrux MH(EK-
Uil y nauueHToB ¢ P3, nonyuaromyx MIMMyHOCYIIPECCUBHYIO
TEPAIuIo, B TOM YUCJIe FEHHO-MH>KEHEPHbIE OMOJIOrMUeCKHe Npe-
napatsl [37].

KpoBoxapkanbe BO3MOKHO Ha JIF000M1 cTauy TyOepKyies3a
JIETKKX, Y NIALUEHTOB C aKTUBHBIM TyOepKye3oM (15%) moxeT
ObITb MaHU(ECTHLIM NPOSIBJIEHUEM, CONPOBOXKIATh OYArOBbII
TyGepKyJie3 Jerkux, U3peka BCTpeuaThesl pu NEpBUIHOM TYy-
6epKyJIe3HOM KOMILIEKCEe, HO Yallle BCero HaOoflaeTcs npu
(pr6po3HO-KaBepHO3HOIT hopMe U 'y GOJIBHBIX C TYOEPKYJIe3HBIM
uppo3oM (17%) [38]. OCHOBHBIM MCTOUYHUKOM KPOBOTEUEHHS
y OOJIBLIIMHCTBA NALIEHTOB SIBJISIIOTCS] OPOHXUANIBLHBIC apTepHH,
BO3MOKHO 3pO3MPOBaHUE aHeBPU3Mbl PacMycceHa (quiaTupo-
BaHHbIX BETBEil JIETOUHOI apTepUu, HaXOMISILXCS BHYTPU TY-
6epKyJIe3HOI KaBEPHbI) BCIEICTBUE XPOHUUECKOTO BOCTIAJIEHMSI.
IIpu pubpo3Ho-KaBepHO3HOM TyOepKynese nerkux JIK nanbo-
Jiee 4acTO CTAHOBUTCSI (paTasbHbIM.

Pazsurue [IAK BO3MOXHO Np1 HEKPOTU3MPYIOLIEH MHEBMO-
HUM, BBI3BAHHOW S. aureus, NPOfyLUpyromuM nefikouuaus ITau-
Ton—Banentuna (JI[1B) [39, 40]. HekpoTusupyroliiiasi THEBMOHWUSI,
Bb13BanHas JITIB-cexpetupyromum S. aureus (<5% 1ITaMMOB),
XapaKTepU3yeTCs pa3BUTUEM Y JeTell U MOJIO[bIX AUUEHTOB B OT-
CyTCTBUE KaKnX-m00 (pakTOPOB prCcKa NH(EKIMOHHOTO 3a6071e-
BaHMs1 TPUMNIIONONOOHOIO CUHAPOMa, KPOBOXApKaHbsl U BLICOKOM
cMepTHOCTHIO (38% B TeueHue NepBbIX JBYX JIHEN, 75% B 1ieioM),
HECMOTPs Ha pUMEeHeHne 3(P(heKTUBHOI aHTUOAK TEPUAIILHON Te-
pamu. Ot™evaeTcst mudppy3Hasi anbBeossipHast HUILTPALS
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C TSDKEJbIMHA HApPYIIEHUSIMHA Ta3000MeHa, COOTBETCTBYIOIMI
PpeCcMpaTOPHOMY JUCTPECC-CUHAPOMY B3POCIIbIX, MIEBPATILHBII
BBINOT, MOJMOPraHHasl HeJIOCTATOYHOCTh, Jierikonenus [39, 40].
IIpu ayroncum oOGHapy>kuBarOT NMpu3Haku MaccusHoro JTAK
C HEKPO30M Me3KaJIbBEOIISIPHBIX MEPErOpOIOK,, CKOTUICHNUS TpaM-
MOJIOXKUTEIbHBIX OAKTEPUIl, pACHIPOCTPAHEHHbIE HEKPO3bI CIM3U-
CTOIl OpOHXOB M OTHOCHUTEJBbHO HEOOJbIIOE KOJMYECTBO
BOCIIAJIUTENbHBIX MH(UWIBTPATOB, YTO, BEPOSITHO, OOBSICHIETCS
HUTOTOKCHYecKumu cBorictBamu JITTB.

[Ipu nentocnupose, OCTPOM 300HO3HOM MPUPOJHO-0YAro-
BOM 3a00JIeBaHUH, K (paKTOpaM prucka KOTOPOro OTHOCUTCS] KOH-
TakKT C JUKUMUA U JOMAIIHUMHU >KMBOTHBIMM, TPbI3yHAMH,
0COOEHHO B pernoHax C TPOMMYECKAM KIIMMATOM, MHKYOaIoH-
HBII IEPUOJ], KaK MpaBuio, coctasiusier 7—14 pueit [41]. Hau-
GOJILIINI PUCK PAa3BUTHSI PECTMPATOPHOIO AUCTPECC-CUHAPOMA
n [JAK cymecTByeT npu TS>KeJIOM BapUaHTE TEYEHHs JIENTO-
cnmpo3a, JjIsi KOTOPOro XapakTepeH TPOoMOOreMopparniecKuit
CHHJIPOM ¢ TpoMbouuTonenueit (<50x10°n) u TpomGouuTONa-
THEN, TSKEJbI renaTuT, nopaxkeHne novek. [ist ceposnornye-
CKOTO MOJITBEPXK/ICHUS JIeNTOCINPO3a WCTIOJB3YIOT
MMMYHO(EPMEHTHBIN aHamu3 (MIPU KOTOPOM crierupuiecKre
antutena IgM BoisBasitOT ¢ 3—4-r0 JHS OOJIE3HU U Y PEeKOHBA-
necueHToB aHTuTena [gG), peakyo MUKpOArTIIOTUHALIAY JIeTI-
Tocnup, peaxuuio MMacCUBHOM reMarrJIFOTHHALII
(mrarnoctrueckuit TuTp 1:80). CylecTByIOT TECTHI ISl iUar-
HOCTHUKHU MOCPEICTBOM MOJIMMEPA3HOi LIEMHON Peaklui KPOBU
u Mouu, no3soutstrorye BoiienTh [JHK nenrocrmp. [Tockonbky
aHTHOaKTepuaibHas Tepanus Hanbousee 3(pekTrBHA HA Ha-
YaIILHON CTany 3a00JIeBaHNsI, P TIOfIO3PEHNH Ha JIEMTOCTIUPO3
Ha3HAYAIOT JOKCULMKJIMH WM MEHULUIIIIMH JI0 MOJTyYeHust J1abo-
paToOpHOro MOATBEP K/IeHN inarHosa [41].

Anroput™m Befenust nagueHToB ¢ JJAK mpepncraBinen Ha
puc. 4, Ha Bcex aTanax Tpedyercst ObICTPOE MPUHSATHE PELICHHUS.
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HeotroxHble COCTOSIHMS B peBMaTororm

[MaumenTtam c JIK nokasaHa rocnutanu3auusi B OT/Je/IeHUE MH-
TEHCHUBHOM Tepanuu 1 peaHnMal|i ¢ BO3MO>KHOCTBIO KOHCYJIb-
TaUM  CHEeUUATMCTAMU  Pa3JIMYHOrO Tpoduisi, BKIIOUAs
peBMarosora, myJbMOHOJIOra, HepoJsiora, TOPaKaIbLHOTO XH-
pypra u cneuyanicTa no MHTepBEeHUMOHHON paanosoruu. [To-
CKOJIbKY TpeOyeTcst 9KCTPeHHbIN iuepeHInanbHbINA AUarHo3
mexxy AHUIA-CB, abMK-3 u npyrumu P3, Bo3MoO3KHO MCTosnb-
30BaHNE COBPEMEHHBIX KOMMEPUECKNX CKPUHUHIOBBIX TE€CTOB
[Toyeunslii (dot) 60TTUHT, GMOYUI-TEXHOJIOTUH ], TIPEJICTAB-
JISFOIMX MCKITFOUYMTENIbHYIO IGHHOCTh B YPIeHTHbBIX CUTYaLUsIX
[42]. B cTaumoHape foiKeH ObITh 0OecreyeH MOCTOSIHHbIN MO-
HUTOPHHT KM3HEHHO BaXKHBIX (DYHKUMI OpraHu3Ma 1 oobeMa
KpoBonoTepu. [1J1st npeynpeskyieHus acukcum TpedyeTcst BO3-
BBILLIEHHOE MOJIO>KEHHUE Tella, MOJIO’KEHUE TalyeHTa Ha 60JIbHOM
6oky. Koncepparusnoe neuenne JIK MoxkeT ObITh BbICOKO-
3(ppeKTUBHO 1 HaNpaBJIEHO Ha pelleHne clielyonmX 3aiay [43]:
® BOCCTAHOBJIEHHE MTPOXOJAMMOCTH JbIXaTENbHbIX MyTel Mpu
uX OOCTPYKUMK (M3JIMBLIEHCS KPOBBIO MM MATOJIOrnye-
CKUM OTJICJISIEMbIM);
° MO/IaBJICHKE JITTUTENLHBIX SMU30/I0B KAlllIsl, TPENsTCTBYO-
LIMX OCTAHOBKE KPOBOTEUEHHUST;
°* MEIMKaMEHTO3HOE CHIXKEHHUE JIaBJIEHUsS] B MAJlOM Kpyre
KPOBOOOpAILEHNST;
° MOBBIIICHUE CBEPTHIBAEMOCTH KPOBU U MPEJIOTBpAlLEHUE
MaToJIOrMyeckoro (puGpPMHOIN3A;
* 60pb0y C aHEMUelT;
°* YMEHbILIEHNE MHTOKCUKALMH 1 TepUOKaTLHOTO BOCTaIe-
HUS B JIETKOM;

* HOPMAJIM3ALMIO KU3HEHHO BaXKHBIX (DYHKLMIA.

Tepamust [IAK 3aBucuT OT BbI3BaBIIEH ee MpUIMHBI. B 3a-
BHUCUMOCTH OT HoO30j0rnueckoi ¢popmbl P3 B fononHenue k
rmokokoptukouaam (I'K) anst uHgyKImm pemuccum MOryT Ha-
3HavaThbes LIP, MukodeHonata MmopeTns, a3aTHONpHH, FeHHO-
VHXXEHEpHble OMOJIOTMYeCKre Mpenaparthbl, MpeXje BCero
putykcumabd (PTM), npumensiercs nnazmadepes (ITAD), uc-
NOJIb3yeTCs] BHYTPUBEHHbBIN Y€JOBEYECKUII UMMYHOTJIO0YJIMH
(BBUT') [37]. Jleuenue ciemyeT HAYMHATD HE3aMEIJIUTEIIBHO.

C no3uuuu je4eGHOl cTpaTeruy Ho30JI0rnyeckre (hopmbl,
o6benuHennble B rpynny AHIIA-CB, uenecoo6pasno paccmart-
PMBaTh KaK €JIMHOe COCTOSIHUE, a JieueHue i depeHIMpoBaTh
MpeK/ie BCEro B 3aBUCHMOCTH OT TSKECTH 3a00JIeBaHMsI U 0CO-
GeHHOCTEl KIIMHMYEeCKUX NposiBieHuii. CTaHaapTHas cxema MH-
AYKUMOHHOI Tepanuu, MO3BOJIsIoas ObICTPO IMOIaBUTh
akTuBHOCTHL AHIIA-CB, BKIItOYaeT BHYTPUBEHHOE MYyJILCOBOE
Beefienne LI (ofHOKpaTHO) B COYETAHUU C METUIPEJIOM BHYT-
pusBenno (o 1 r 3-5 mueit moppsin). Hoza P cocraBasier
15 mr/kr (Ho He Gosiee 1 T) U CHUYKAETCS MPU NMOYSHYHON HEJI0-
CTATOYHOCTH M y MALMEHTOB MOXUJIOro Bo3pacta. Ha3zHauenue
H® conpsizkeHO ¢ BHICOKMM PUCKOM NPUCOEAUHEHMS TTHEBMO-
Hun. Bonee 6maronpusiTHbIM mpoduieM 6€30MacHOCTH B OTHO-
HIeHUM WH(EKUUOHHbIX OCJOXHEeHUH B cpaBHeHun ¢ LP
o6nagaetT PTM, o61wast a¢pheKTUBHOCTL KOTOPOro Npu pedhpax-
TepHoM AHIIA-CB npesblinaeT 3(p(heKTUBHOCTb APYrUX ajlb-
TEPHATHUBHBIX METOM0B JleyeHnsi. PTM Ha3HauatoT BHY TPMBEHHO
B 103¢ 375 Mr/M? ¢ uHTEpBaJIoM B 1 Hefl B TeueHue 4 Hej| Win 1o
1000 Mr gBaskjbl ¢ MHTEpBAJIOM B 2 Hefl. 171 CHUKEeHusT pucka
nH(Y3MOHHBIX peakuuii BBeienne PTM ocymiecTsisitor Ha hone
TpeMeIMKayy MeTUNpeaoM BHyTpuBeHHo (250-500 mr) u an-
TUTMCTAMUHHBIMU TIpenapaTaMyd BHYTPUBEHHO WM BHYTPUMbI-
meyHo (xyoponupamuHa ruppoxiopug 20 wmr). Cnepyer
YUUTBIBaTh, 4TO fielicTBre PTM pa3BuBaeTcs MOCTENEHHO, JI0-
CTHUrast MAaKCUMyMa B T€YEHHE HECKOJIbKMX MeCsILIEB. Y OOJIbHBIX
AHIA-CB c JIK moxeT 0bITb a(pchekTBHO HazHauenne BBUT
(mo 0,5 r/kr Macchl Tej1a 60IBLHOTO B TeUEHNE HECKOILKIX JHEN),
npumMeHsitoT [TA®, K anbTepHaTHBHBIM MpenapaTam OTHOCSAT MU-
kodenonata mocperun [37].
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CranpaprHas Tepanust abMK-3 Bkmouaer ITA® B KoM-
6unamu ¢ 'K n quroctatukamu, B nepsyto ouepens L. [TAD
MO3BOJISIET OBICTPO YAAIUTH LMPKYJMPYIOLIME aHTUTENA, a M-
MYHOCYIIPECCHBHAs! Tepalysl HalpaBJieHa Ha MOJaBlIeHNe UX Mpo-
nykuyu. [IpenmyiecTBo coBMecTHOro mnpuMeHenust ITA®
Y UIMMYHOCYTIPECCUH IO CPABHEHHUIO C UMMYHOCYTPECCUBHOIA Te-
panueit 6e3 [TA® nmpogeMoHCTPUPOBAHO B HEOOIIBILIOM PaH/IO-
MU3UPOBAHHOM KOHTPOJIUPYEMOM UCciIeioBaHuu [44].

BonbubiM CKB ¢ JAK exelHeBHO Ha3HAYalOT BHYTPUBEH-
Hble nH(py3un metunpeaa (B goze 1-2 r), LId (BHyTpuBeHHO
200-1000 Mr B CyTKH) IPUMEHSIIOT C OOJIBILION OCTOPOYKHOCTBIO
U3-32 PUCKA MOJIHUEHOCHOT'O NMPUCOE/IMHEHUS! THeBMOHMM [37].
OpHuM 13 Hanboulee arpecCUBHBIX METOJ0B MHAYKIMOHHOM Te-
panuu sIBISIeTCs OC/IeJOBATeNIbHOE, CHHXPOHHOE NPUMEHEHNe
npouenyp [TA® u nynscoBoro BHyTpuBeHHoro BBefeHus ['K
u H®. Bemonnenne npouenyp ITAP conposoxjaeTcs o0s3a-
TeJIbHBbIM Ha3HAYEHUEM aHTUKOAryJstHTOB. [Ipu HefocTaToOYHOM
apekTe um peppakTEPHOCTH K MPOBOAUMON TEPATIUM MOXKET
ObITh 3ppekTuBHO npucoeauHenne PTM 1000 Mr ogHoKpaTHO
W IBAK/Ibl C MHTEPBAIOM B 1-2 Hefl.

Karactpoduueckuit AOC sipisiercst nokazanuem st [IAD,
KOTOPbII TIPOBOJISIT €XKEJJHEBHO UJIM Yepe3 JIeHb JI0 cTabuim3a-
uuu cocTosiHusl 6onbHOro [37]. Ilpu BbIMOJSHEHUU TPOUEAYP
[TAD past 3amertieHnst 06beMa KPOBH UCTIOJB3YIOT CBEXKE3aMO-
PO>KEHHYIO MJ1a3My, MOBBIIAIOLIYIO 3(P(HEKTUBHOCTb JIEYEHMS.
Jlns mopaBieHus ayTOMMMYHHBIX HapyLIEHUH CHHXPOHHO
¢ [TA® npoBopsT MyIbCOBbIE BHYTPUBEHHbIE BBEJICHUSI METH-
npena (500-1000 mr) u P (400-1000 mr). 3HaunTesnbHO NO-
BbICUTb 3((EKTUBHOCTh TEPANUUA MOXKET MPUCOEMHEHUE
BBUI', xotopsii BBopsaT nocsie [TA®D B o3e 0,5-2 r/kr omHO-
KpaTHO unu 1o 0,5 r/Kr B TeUeHne HECKOIbKUX JTHEM.

OCOOEHHOCTBIO JIeUeHNsl G0MIBHBIX C CUCTEMHOII CKIIEpOAep-
MUell SBIISeTCS MCMONb30BaHue HU3KHUX 103 'K, mockoabky
60JIbLINE 103bI MOTYT MPOBOLMPOBATH PA3BUTHE CKJIEPOJICPMU-
YECKOM TOYKHU.

Jnst kynuposanus JIK npuMeHstoT peKoMOMHAHTHBII aKTH-
BupoBaHHbIil pakTop VII (pAPVII), B TeueHne MHOTMX JIeT yC-
MEIIHO HCMOJIb3YEeMblil Yy MAalMeHTOB C BPOXKACHHON WU
npuobpeTeHHoi reMocunueii. B Tom ciyuae, korna aggekT
NPOBOJIMMOI UMMYHOCYIIPECCUBHOM Tepanuy 3anasiblBacT UiIu
OoTMeYaeTcsi pepakTepHOCTh, HazHaueHne pAPVII nozsosnsieT
CO3/1aTh OKHO BO3MOXKHOCTH JIJIsl IGMCTBUS MHYKIMOHHON Te-
panuu. HakomnieHHbI onbIT CBUIETENILCTBYET O BO3MOXKHOCTH
acppexTrBHOro npumenenust pAPVII y naunentos ¢ JJAK npu
AHIIA-CB, CKB, abMK-3 [45-47]. Tak, B Han0oJ1ee KpyMHOM
PEeTPOCNEKTUBHOM HAOIOAEHNN, BKIIOUMBIIEM 23 MalueHTa
¢ JAK, pA®VII naznayanu BHyTpuBeHHO B fi03e 35—120 MKr/Kr
KaK/ble 2 4 10 OCTAHOBKU KPOBOTEUEHUsI WIIM OTMEHbI IIPU He-
apexTuBHOCTH [47]. Y 22 U3 23 nauUeHTOB KPOBOTEUEHUE
ObIJIO OCTAHOBJIEHO, NTPU 3TOM HE 3aPErMCTPUPOBAHbI KaKue-
160 TpoMOOTUYECKHE OCTIOKHEHNSI. TeM He MeHee CYIIeCTBEH-
HbIM (DaKTOpOM, orpaHuuyuBaroluM npumenenne pAPVII,
SIBJISIETCS TIOTEHUMAIIBHBIA PUCK TPOMOO3MOOIMUECKIX OCIIOXK-
HEHUI1, a TaKXKe OYEHb BbICOKAsi CTOMMOCTB TAKOT'O JICYEHUSI.
Bonbubim [JAK MOKHO Ha3HAaYaTh MHTpAMyJIbLMOHAILHOE BBE-
nenune pAPVII B Hu3kux go3ax [48].

3HaUNTENILHO MeJJIeHHee JieficTBYeT BUuTamuH K u ero cun-
TETHUYECKHUE aHAJIOTH, FTeMOCTATYECKUI 9(h(EeKT KOTOPBIX TPO-
sBisieTcs: yepe3 12—18 41 mocie BHYTPUMBIILIEYHOTO BBEJICHUSI.
Takske MOKeT ObITb UCNOJIBL30BAH IECMONPECCHH, CUHTETHYe-
CKHUI1 QaHAJIOT aHTHUJILY PETUYECKOr0 TOPMOHA, KOTOPbII CTUMY-
JIMPYET BbICBOOOXK/IEHHE NpeJIecTBeHHNKa (akTopa (oH
Bunne6panna u pakropa VIII. ITockonbKy cBexke3aMOpOXKeH-
Hasl [U1a3Ma COJIEP>KUT BCe IIa3MeHHble (DAKTOPbI, IPU OTCYT-
CTBUM BpeMeHM [ oOciefoBaHust mapueHta c JIK ee
9KCTPEHHOE BBEJIEHNE CITOCOOHO OCTAHOBUTH KPOBOTEUYEHME.
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JIpyrue TepaneBTUUECKUE MEPONPUSITUS BKIIIOUAIOT PECIIU-
PaTOPHYIO NOAEPXKKY , IPY HEOOXOAUMOCTY FEMOJUAIIN3, TIEpe-
JIMBaHK{e TPOMOOLMTAPHON Macchl (IpU TPOMOOUMTONEHNN MEHee
50 000x10°/11). Ba30KOHCTPUKTOPBI BBOASIT BHYTPUBEHHO (Tep-
JIunpeccuH 1-2 Mr Kaxkjple 4—6 1) Wi MECTHO, TIPU NPOBEJICHUN
OGPOHXOCKONUYU — BHY TPMOPOHXMANIbHASI MHCTUJUIALS XOJIOIHOTO
usuronornyeckoro pactsopa (6osroc 20-50 mi), aipeHanuHa ¢
PacTBOPOM JIMJIOKANHA Ui (PU3UOJIOTMUYECKOro pacTBOpa, Tep-
munpeccuna [43]. ns npouiaakTUKM TeMOoacHupalioHHON
[THEBMOHUU HA3HAYAOT MOJIyCUHTETUYECKUE NIEHMLMAIINHB] WU
1eanocnopuHbl B KOMOMHALMK C AMUHOTJIMKO3U/IAMU .

J1J1st nojyiepKaHust OKCUreHalK KPOBU MPUMEHSIIOT OKCUTre-
HoTepanuto npu runokcemun (PO,<60 MM pr. cr., Sa0,<90%)
1 CaMOCTOSTEJILHOM JbIXaHUM MALMEHTOB C KPOBOXAPKAHBEM,
MBJI npu Hanu4mu ocTpoi IbIXaTeJIbHOI HEIOCTATOYHOCTH (TH-
MOKCEMUs1, TUIIEPKAITHUs, pECIMPATOPHBIN aunio3), npu JIK Bo3-
MOKHa pasfielibHasi UHTYyOauus nerkux [43]. B cnyuae, korpa
pecnupatopHasi nopiep:kka ¢ nomoinsio MIBJI He o6ecnieunBaeT
JIOJDKHYIO OKCUTEHALMIO KPOBY 1 yJIaJleHUe YIJIeKUCIIOro rasa,
MOKET ObITb MCIO/Ib30BAaHA 3KCTPAKOPIOpaibHas MeMOpaHHast
okcureHauys (OKMO), koapduuueHT 3¢pheKTUBHOCTH KOTO-
poii y B3pocibix cocTaBnsieT 57% [49-51]. [Ipu BeHO-BeHO3HOM
BapuanTe DKMO KpoBb JpeHUPYIOT U3 BEpXHE UM HIDKHEN
0JIOH BEeHbI U PeuHy3upyloT B npasoe npepcepaue. IKMO
[OPOBOJST HENPEPLIBHO HAa INPOTSIKEHUM HECKOJBbKUX [HEM
U JJaKe Heflellb, CO3/aBasi OKHO BO3MOXKHOCTH [/l TPOBEJCHMUS
MHJIyKLIIMOHHOW Tepanuu y 6onbHbIX P3 1 noctikenus ee ag-
(hexTa, npu 3TOM pecnupaTopHast NOIepKKa ¢ nomolsbio MBJI
MOXKET OCYLIECTBIISTHCS NapaliesbHO [52].

B kauecTBe BpeMEHHBIX Mep, HAIIPABJIEHHBIX HA CTA0UIN3a-
uto 6onbHOro ¢ JIK nepej XMpypruyeckiuM BMELIATEIbCTBOM,
NPUMEHSIIOT SHAOCKOMMYECKYIO TAMIIOHAy OPOHXA — UCTOUHMKA
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KPOBOTEUEHHSI, C UCTIOJb30BaHneM GasoHa tuna «PorapTu»
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KMPOBAHHOT'O yYacCTKa JIETKOIO M COXPAHEHWEM JIPEHa>KHOM
yHKIMM GIIOKMPOBAHHOTO GPOHXA, YTO CYLIECTBEHHO YMEHb-
1IaeT PUCK Pa3BUTHUSI THOWHBIX OCIIOXKHEHU [53].
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N03BOJISAET JOOUThCS MrHOBeHHOrO npekpauienus JIK y 80-90%
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