5. UAUOMATUYECKUN
FEMOCUAEPO3 /IETKUX

Vauonatuydeckuit remocupepos aerkux (VITA) — peakoe 3a-
0oAeBaHVe HEU3BECTHON IPUPOABI, XapAKTEPU3YIOLIEECs] PELIVAUBU-
PYOLMMI BHYTPUAABBEOASIPHBIMY KPOBOU3SAUSHUAMU.

3aboaeBaHue BriepBbie ObiA0 omucano Virchow R. [26] B 1864
TOAY TOA HasBaHMeM «Oypasi MHAypauus Aerkux». boaee raybokast
xapakrepuctuka VILA mo marepuaram ABYX ayTOICHIT ObIAQ TIPEA-
craBaeHa B 1931 roay Ceelen W. [9], koTopblil 00Hapy>Xua 60AbIIOE
KOAMYECTBO T€EMOCUAEPUHA B A€TKUX. [IepBbIN MPMKU3HEHHDIN AMA-
ruo3 VII'A 6b1a ycranoBAeH Waldenstrom J. [27] B 1944 roay.

DNUAEMUOAOTUS

ITo panHbIM aHaau3a cayvaeB VI['A B mepuop ¢ 1950 o 1979
roabl, mpoBeaeHHoro B llIBeunu [18], 3a6oaeBaemocts MI'A cocras-
aset 0,24 Ha 1 MAH peTelt B roA. [To pesyabTaTaM peTpOoCIeKTUBHOTO
MCCAEAOBaHMS AMOHCKUX yueHbIx [20], 3aboaeBaemocts VIT'A pocTu-
raer 1,23 cayuaes Ha 1 MaH B roA. VIT'A cocraBasieT B cpeaHem 8 % B
CTPYKTYp€ MHTEPCTULMAABHBIX 3a00A€BaHNIT AETKMX Y AETEN 110 AQH-
HbIM Ouorcuu [6].

VT'A B ocHOoBHOM HabAtopaeTcst y Aetelt (80 % Bcex cayuaes)
MPEVIMYIIECTBEHHO B IIEPBO€ AECATMAETME >KM3HU C OAMHAKOBO
4aCcTOTOM Y MaAbYMKOB U AeBouek [19, 24]. Cpeau B3pocabix (20 %)
nepBast ataka VI['A nabaropaercs o6bruHO B Bo3pacTe A0 30 AeT, mpe-
00AaAQIOT MY)KYUHBI [7, 24].

ITHOAOTUS M IIaTOreHe3

dtunoaorusa VI'A HeusBectHa. OOCYKAQ€TCS HECKOABKO TeO-
puil BO3HMKHOBEHMs 3a00A€BaHMS — TreHeTHYecKas, ayTOMMMYH-
Hasl, aAAepruyeckasi, sKoAornyeckas m meraboamdeckas [17]. Bce
OHU HMPUBOAST K €AVHOMY 3aKAIOUEHMIO: TOT MAM VMHON MaTOAOIHU-
4ecKui1 (akTOp BBI3bIBAET CTPYKTYPHOE IIOBPEXKAEHME aAbBEOAO-
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SHAOTEAMAABHOM MeMOpaHbI, YTO SIBASIETCSI OCHOBHOW NPUYMHON
BHYTPUAAbBEOASIPHOTO KPOBOU3AUSHUSL.

ITocae 0OAHOKpPaTHOIO KPOBOMBAVSIHMS aAbBEOASIPHbIE MaKPO-
¢dary B TeueHue 36—72 4acOB KOHBEPTUPYIOT KEA€30 reMOrA00MHa
B remocuaepun [14, 23]. TemocuaepuH-coaepsKaiue Makpodaru
HAXOASITCS B Aerkux B TeueHue 4—8 Heaeab [15]. Ecau cupepoda-
I'M OTIPEAEASIIOTCS B [TAPEHXMMe AETKIX B O0Aee TI03AHME CPOKU, 3TO
CBUAETEABCTBYET O PELMAVBUPYIOIEM VAU ITIEPCUCTUPYIOIEM BHY-
TPUAABBEOASIPHOM KPOBOTEUYEHUM.

ITaromopdorornyeckast XxapakTepucTuka

[Tpy MaKpOCKOIMYECKOM MCCAEAOBAHUU AETKUE YBEAUYEHbI
B pasMepax, YIIAOTHEHbI, Ha paspese — Oyporo usera. [Ipu Muxpo-
CKOIMY MEKaAbBEOASIPHBIE TIEPETOPOAKM YTOAILIEHBI 32 CYET OTEKa U
otAoxeHus pubpuHa (puc. 5.1), onpeaeAsieTcst 00MAME BHYTPUAAD-
BEOASIPHBIX crupepodaroB (puc. 5.2), UMIIPErHaLs XeAe30M MeX-
AABBEOASIPHBIX TIEPETOPOAOK U, B MEPBYI0 OYEPEAb, SAACTUYECKUX
BOAOKOH, YTO BEAET K UX UCTOHYEHUIO U pparMeHTaLNN.

Puc. 5.1. UTA. Omkpoimas 6uoncus Ae2koz2o. YMepeHHoe HeCHeuUuPu-
YecKkoe ymoaujeHue dAbBeOASIPHbIX Nepezopo00K U MHO204UCAEHHbLe
2emocudepuH-codepycause MAKpopazu B dAbBEOAAPHDIX HPOCHPAH-
cmBax (OKpacka — 2eMamoKCUAUH-203uH) [17].

136 Pedkue uHmepcmuuL 3a60 19 n1e2kux. Mod ped. B. K. Faspucioka. Kues, 2012. 148 c.



Uduonamuyeckuli zemocudepos s1ezKux

# R,
Puc. 5.2. UTA. Omkpotmas 6uoncus rezkozo. O0uiue BHyMpUAAbBeo-
AAPHBIX cuOepodazos (okpdacka — GepAuHcKas Aa3ypw) [17].

MeaKre COCyABI pacIiVpeHbl, U3BUTDI, C yYaCTKaMU HEKpo3a
CTEHOK. B mpocBeTax aAbBeoA, B IepMOPOHXMAABHOM, IEPUBACKY-
ASIDHOVL ¥ UHTPAAOOYASIPHOV COEAMHUTEABHON TKAHU OIIPEAEASIIOT-
cs1 Makpodary, copepixaliye reMocupepu. B dase obocTpenus B
MapeHXVMe AErKMX BBISIBASIIOTCSI YUAaCTKM CBEXKUX KPOBOM3AVISTHUIA
¢ reMoAn3oM. IToBTOpHBIE 000CTpeHMsI IPUBOAST K Pa3BUTUIO pac-
MpOCTpaHeHHOTO mHeBModubpo3a [1].

['MCTOXMMUYECKOE WUCCAEAOBAHME BBISBASIET PE3KOE IOBbI-
nrenre (B 100—-200 pas) copeprKaHUS )KeAe3a B TKaHAX AerkuX. [Ipu
9AEKTPOHHO-MUKPOCKOIIMYECKOM UCCAEAOBAHUY OTIPEAEASIOTCS Ha-
pYLIEHUS] CTPYKTYpPbl 06a3aAbHO MeMOpaHbl KalUAASIPOB MEXKAAb-
BEOASIPHBIX ITeperopoaox [1, 17].

KAunnyeckue nposiBAeHust

KanHmveckasi cUMIToMaTuKa BapbUpyeT OT OCTPOro OOMAb-
HOT'O KPOBOXAapKaHbsI AO XPOHUYECKOTO KALIASI U OABIIIKY, TOBTOP-
HOTO KPOBOXapKaHbsI, 0011er CAab0oCTU AU TOABKO aHemuu [24]. Y
B3POCABIX B KAMHUYECKOM KapTHHE, KaK [TPABUAO, IPEOOAAAAIOT pe-
CIMPATOPHBIE CUMIITOMBI, ¥ A€Tell KAMHUYecKue nposiBAeHust VITA
4aCTO OrPAHMYMBAIOTCS 3aAEP)KKOM GU3MIECKOTO PA3BUTHS, aHEMI-
el U pexxe — PeLMAMBMPYIOIIMM KpOBOXapKaHbeM [16].
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Kaunnueckoe Teuenre VII'A BkarouaeT ABe pasbl — oCTpyIo U
xponnueckyw. Ocrpas ¢dasa, umenyemas obocrpenuem VII'A, coot-
BETCTBYET 3IM30AY BHYTPMAABBEOASIPHOTO KPOBOM3AMSHUA U MPO-
SIBASIETCSI KpOBOXapKaHbeM, KalllAeM, OAbIIIKOM. KpoBoxapkaHbe Ha-
OAropaercs B aHaMHe3de 6oae3Hy moutu y 100 % 6oabHbIx VITA us
41ICAQ B3POCABIX. B peAKMX CAydasiXx KPOBOM3AMSIHME B QAbBEOADI He
MMeeT KAMHMYeCKUX NPOsIBAEHUIA.

XpoHnueckas ¢dasa XxapaKTepusyeTcs MEAAEHHBIM paspelle-
HJ/EM YKa3aHHBIX BbIllIe CUMITOMOB. B xponnueckyio ¢asy II'A mo-
T'yT HAOAIOAQTHCA TaKMe CUMIITOMBI, KaK A€ AHOCTb KOXKI, yMeHblIIe-
HJe MacChl TeAQ, FelaTOCIIA€HOMeTaAKSL.

AyCKyAbTaTUBHO B OCTPOI1 (pase GOAE3HM MOTYT OMPEAEASTh-
CS1 BA@KHBIE XPUIIBI, TIPY Pa3BUTUM ITHEBMOCKAEPO3a MOSIBASIIOTCS
Tpeckyuue xpunsl [17].

AabGopaTopHbie MOKa3aTeAU

B KAMHMYECKOM aHaAM3e KPOBHU OIPEAEASIIOTCSI, KaK IIPaBLAO,
NPU3HAKM IMIIOXPOMHON aHEMMUM, aHU30LUTO3, IIOMKUAOLIUTO3, pe-
TUKYAOLUTO3. [Ipu nmpucoepvHeHU MHGEKUMN: AEIKOLIUTO3, CABUT
AeiiKkorpaMMbl BAeBO, yBeanyeHue COD. B chIBOpOTKe KPOBHU OIpe-
A€ASIeTCsI IOBbIILIEHVIE YPOBHSI HEMPSIMOTO OMAMPYOUHA.

Anaan3 MokpoTbl B puarHoctuke VIIA HepocTrarouHo 4yB-
CTBUTEAEH, OAHAKO HAAM4YME B HeNl 3PUTPOLUTOB, T'€MOCHUAEPUH-
copepyKalMx MaKpoharoB sIBASIETCSI AOCTATOYHO HAAEKHBIM MPU3HA-
KOM BHYTPUaAbBEOASIPHOTO KPOBOU3AMSHMSL. boAee BBICOKYIO AaTHO-
CTUYECKYIO 3HAUMMOCTb VIMEIOT Pe3yAbTaThl UCCAEAOBAHMS KUAKOCTU
OpOHX0AABBEOASIPHOTO AQBaXKA, IOAYUYEHHON 13 MOPa)KEHHOTO y4acT-
Ka A€TKOTO — B KAETOYHOM COCTaBe IPe00AaAI0T aAbBEOASIPHbBIE Ma-
Kpodaru, copepikaliiiie reMOCUAEPYH, UHTAKTHbIE SPUTPOLIUTBI.

MueaorpamMma yKasplBaeT Ha YCHAEHHBI 3pUTpoIoa3 [1].

PentrenoAormueckue NIpU3HAKU

PeHTreHOAOrMYEeCKMX W3MEHEHUI, MMATOTHOMOHUYHBIX AASI
WUT'A, Het. B Teuenue octpoit paser VII'A (060cTpeHne) Ha peHTIeHO-
rpaMMax B [TapeHXMMe AerkKuX 0OHapy>KMBAOTCS MHPUABTPATHI IIpe-
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I/IMY]J.[eCTBeHHO B HVDKHUX AE€T'OYHBIX ITOAAX C OGI.HI/IprIMI/I Y‘IaCTKa—
mu «MaToBoro crekaa» Ha KTBP (puc. 5.3, 5.4) [4].

Puc. 5.3. UTA. IlepedHe-3a0HAA peHM2eHOZPAMMA Ae2KUX: Ouidmie-
PparbHble UHPUADMPAMDbL C YHACHMKAMU PEMUKYAAPHDbIX 3ameHeHUI]

[17].

Puc. 5.4. UTA. KTBP: o6umupubLe 00 acmu «MamoBo2o ceKkAd», 6oree
BbIpaeHHble B A3bIYKOBbIX CE2ZMEeHMAX U CpeOHell 00Ae, PACCesIHHbLe
MeAKoy3eAKoBbLe 00pa3osanus [17].
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B nepuop pemuccuu MpoMCXOAUT paspelieHrie UHGUAbTpa-
TOB, Ha X MeCTe COXPAHSIOTCS MHTEPCTULIMAABHbIE PETUKYASPHbIE
U MEAKOY3€AKOBBIE TEHU C y4acTKaMu GpuOpo3a pasAM4HOIL CTere-
HBIO BBIp@)KEHHOCTH [8].

XapakTepHO! 0COOEHHOCTBIO PEHTTEHOAOTMYECKMX M3MeHe-
Huit ipu VITA sIBAsIeTCsI MX BHe3alHOe BO3HUKHOBEHME U CPABHU-
TeAbHO ObICTpasi obpaTHas AMHamuKa [1].

Q)YHKI.H/IH BHEIIHETO AbIXaHUA

CrpyKTypa 00111e/l eMKOCTM AETKMX Y ITOKa3aTeAU OPOHXMAAD-
HOJT TPOXOAMMOCTY MOTYT ObITh HOpMaAbHbIMU. 10 Mepe mporpec-
CUpoBaHus 3a00AeBaHMs GOPMIUPYETCSI PECTPUKTUBHBIN TUII HAapy-
IIEeHUI BEHTUASLIMOHHO (QPYHKLIMM C yMEePEeHHbIMY PACCTPONCTBAMY
AUPPY3MOHHOI CITOCOOHOCTY AerKuX [5].

Auarxnos

Aaroputm pmarHoctuku VII'A BkAalowyaeT ABa sTama. Ha mep-
BOM 9TaIle IPOBOAMUTCS aHAAU3 AOKa3aTeAbCTB AUPPY3HOro aAbBeo-
asipHoro kpoBousausiHus (diffuse alveolar haemorrhage — DAH),
K KOTOPBIM OTHOCSITCSI KAMHUYECKIE CUMITTOMBI (KAllleAb, OABIIIKA,
KPOBOXapKaHbe, 0AEAHOCTb KOXU), UHDUABTPATHI B TTAPEHXMME A€T-
KUX B COYETAHUN C YIACTKAMU «MATOBOTO CTEKAQ» TIPU PEHTT€HOAO-
IMYECKOM MCCAEAOBAHMM, BTOPUYHAS JKeAe30AePULIMTHAST aHEMMST
1 OOABIIIOE KOAUYECTBO 3PUTPOLIUTOB U CUAEPO(]AroB B MOKpOTE 1
kupkoct BAA.

O630pHast peHTreHOTpadusi OPraHOB ABIXaHUS AOAXKHA OBbITh
aomoaHeHa KTBP, mosBoastioneit 60Aee TOYHO OMIPEAEAUTb AOKAAU-
3aLMI0 U CTeNeHb BBIPAXXEHHOCTU KPOBOTEUEeHMsI, BBISIBUTD MPU3HA-
KU MHTEPCTULMaAbHOTO hubposa.

AASL VICKAIOUEHUS] APYTMX MPUYMH aHEMUM HEeOOXOAUMO MC-
CAEAOBaHIE KEAYAKA U KUIIEYHMKA, TOYEK Y MOYEBBIBOASIIMX ITy-
Teil. IToAHasT OLlEHKa CUAEPOTIEHMYECKOV aHEeMUU IIPEANlOAAraer
JICCA€AOBaHYe OOMeHa JKeAe3a, KOTOpOe AEMOHCTPUPYET HU3KOe Ha-
chllljeHre TpaHChHepPMHOM, HUBKII YPOBEHD >KeA€3a B CIBOPOTKE,
HOPMAaABHBII MAY MOBBIILIEHHBIN YPOBeHb deppuTrHa [17].
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Ha sTOM sTame Heo6XOAMMO TaiKe NpOBEAEHUe CIMpOMe-
Tpuy, Oopumnaerusmorpadpum U UCCAepOBaHUA AUPPY3MOHHON
bYHKLMY AETKUX.

Lleab BTOpOro aTama aAropur™Ma — 3T0 AuddepeHLarbHas
AVIaTHOCTMKA C APYTMMU 3a00AeBaHusAMY, CcBsizaHHbIMM ¢ DAH. Vs3-
BECTHO OKOAO 40 60Ae3Hel1 1 CMUHAPOMOB, IIPY KOTOPBIX MOKET Pa3BU-
BaTbcst DAH. D10 3a60AeBaHMs, CBSI3aHHbIE C AETOYHBIMIU BaCKyAUTA-
MM/KanuAaAsiputamu (rpaHyAeMaros Berenepa, cunapom I'yamacuepa,
CHUCTeMHasl KpacHasi BOAYAHKA, PEBMATOMAHBIN apTPUT, CKAEPOAEP-
My, cMHApoM LlleHAstiH-T'eHOXa M Ap.), KOQTyAOTIATUY, MUTPAABHBIN
CTeHO3, KapLIMHOMATO3 AeTKuX U Ap. Ha saTom artame, Hapsiay co cre-
LMAABHBIMY AA0OPATOPHBIMU METOAAMMU, YaCTO HEOOXOAUMO IMPOBe-
A€HVe TPAaHCOPOHXMAABHON U XMPYPIUYeCKoil 6MOIICHM AETKOTO.

Aeuenue

B HacTosillee BpeMsi HET PaHAOMM3MPOBAHHBIX KOHTPOAM-
POBaHHBIX MCCAEAOBAHMI 1O M3Y4yeHUI0 3G(GEKTUBHOCTY AeYeHMsI
60AbHBIX VIT'A, 4TO 00BSICHSIETCSI TPYAHOCTSIMK HabOpa pernpeseHTa-
TUBHBIX TPYIII U3 YMCAQ OOABHBIX C PEAKON IaToAorueil. PekomeH-
AQUMK IO A€YEeHMI0 DOABHBIX OCHOBaHBI Ha pe3yAbTaTaX HaOAIAA-
TEAbHBIX MCCACAOBaHMIZ, ONMCaHNM KAMHNYECKMX CAy4a€B 1 MHEHNN
SKCIIEPTOB.

B HacTos11[ee BpeMs yCTaHOBAEHO, YTO IIPMMEHEHME CUCTEM-
HbIX rarokokopTukocrepoupoB (['KC) B octpoit ¢paze IT'A obycAaoB-
AVIBaeT CHVPKEHMEe YPOBHsI cMepTHOCTU 00ABHBIX [7, 24]. TKC Ha3Ha-
4aloT B cTapToBOM Ao3e 0,5-1,0 Mr (B pacuyere Ha MPeAHM30AOH) Ha
1 xr Macchl Teaa B CYTKM Ha NPOTSDKeHMM 1 MecsiIia C IOCTeTIeHHbIM
CHIDKEHMEM A03bI A0 TTopAep>kuBatolreit (0,125 Mr/Kr) Ha mpoTsKe-
HUU TIOCAEAYIOLIVX MeCsLeB P YCAOBUYM HAAUYMS PErpeccum Ae-
TOYHBIX MUHQUABTPATOB U OTCYTCTBUSA peLuprBoB DAH.

BoabumuctBo 60abHBIX VA AeMOHCTpUpyeT OAarompust-
HbBI1 OTBeT Ha mpuMeHeHMe cucteMHbIx [ KC ¢ ymeHbIeHreM yacTo-
ThI 000CTpeHN 3a00A€BaHNS 1 TEMIIOB PasBUTUSA GpUOPO3a B AETKUX
[22]. Y aereit u moppocTkoB ['KC-Tepanus, K COXKaA€HUIO, COTIPsDKe-
Ha C CyIeCTBEHHBIMY TOOOYHBIMY 3 deKTamMu.

OmnpiT npuMeHenysi MHraAsioHHelx KCy 60oapHbIX VIT'A He-
AOCTaTOYEH AAST PEKOMEHAQLMIT UX puMeHenus [13, 25].

Peokue uHn
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HepocraTounas a¢dextuBHocTh npumenennst I'KC saBasiercs
OCHOBaHUEM AAsI Ha3HauYeHMsI MMMYHOCYIIPECCHMBHBIX IPerapaToB
[3, 20]. OnTMMaAbHOI KOMOMHALIME IIPerapaToB SIBASIETCS COYeTa-
Hyrie 'KC ¢ azaTnornprHoM, M03BOASIOLEE YBEAUUTD TEMIIbI perpec-
cuyt UHGUABTPATOB B NMAapEHXMME A€TKUX U B 3HAYUTEABHOI YacCTU
CAy4YaeB IPEAYIIPEAUTD Pa3BUTHE HOBBIX o0oCcTpeHui (3, 21].

B nmocAeaHMe TOABI TOSIBUAMCH COOOLIIEHMSI O TIOAOXKUTEABHOM
BAUSIHUU [TAa3Madepesa Ha TeueHre 3ab00AeBaHus [2].

IIpornos

Hanboaee 4acTOil HpUYMHON CMePTU OOABHBIX SIBASIETCS
OCTpasi pecnMpaToOpHasi HEAOCTATOYHOCTh U3-3a MaccuBHOro DAH
VAV XPOHUYECKas PeCIIMPATOPHAst HEAOCTATOYHOCTb 1 cor pulmo-
nale BcaeacTBUE TsDKeAOTO Gpubpo3a B Aerkux [12, 24].

B oaHOM U3 cepuit HabAOAEHUI 68 TALMEHTOB B TevyeHue 4
AeT OBIAO YCTQHOBA€HO, YTO 20 OOABHBIX yMepAY, ¥ 17 HabAl0paA-
csl peUAMB 00OCTpeHMI1, Y 12 MalyeHTOB MPOAOAXKAAOCH XPOHU-
yecKoe TeueHre 0OAe3HM C IIOCTOSTHHOM OABILIKOI 1 aHeMuel, y 19
— 060Ae3Hb npoTekasa beccuMnToMHO [24]. B aTOM uccaepoBaHUM
CpeAHIe CPOKU BbDKMBAEMOCTHU MTOCAe mepBoit maHubecrayuu MT'A
coctaBuau 2,5 ropa. Cpeau sTux 68 maimeHToB TOAbKO 28 (41 %)
npuHumaau ['KC B Buae MoHOTepamuum.

Chryssanthopoulos C. et al. [11] HabAaropaau 30 aeteit ¢ ITA
Ha npoTspKeHun 5 Aet. CMepTHOCTD ObiAa Ha ypoBHe 60 %, a cpea-
HUe CPOKU BbDKMBaeMocTn — 3 roaa ( ot 3 mec po 10,5 aer). [Toutu
87 % 60abHbIX TpuHKMMaAu ['KC, asaTMonpuH 1 Apyrie UMMYHOCY-
IIpeCCUBHbIE MIPETNapaThl He IPVUMEHSIANCD.

Caeayromas cepusi Habawpennit (17 aeteinr, 6oapHbix VIT'A)
IIPOAEMOHCTPUPOBAAA OOAEe OAATONPUATHBIN MIPOTHO3 C 5-AeTHEN
BBDKMBaeMOCTbI0 86 % maumeHTOB [22], 4TO, MO-BUAMMOMY, OBIAO
00YCAOBAEHO IIpMMEHEHUEM AAUTEABHON MMMYHOCYIIPECCUBHOI
Tepanuun.
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