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AHHOTaumns

MpoBeAeH aHaAM3 MeXaHU3MOB (POPMUPOBAHMS PEAKOTO KAMHUYECKOTO CoveTaHust TPOMG03MO0ANM AerouHoi apTepun (TDAA) u anddysHoro
aAbBeOASPHOro KposoTeueHust (AAK), sIBASIIOWMXCS OCAOKHEHUSIMU CUCTEMHBIX BACKYAMTOB, aCCOLIMMPOBAHHBIX C aHTUTEAAMM K LIMTOMAA3Me
HEMTPO(PHAOB (B NEPBYIO OYEPEAb FPAHYAEMATO3a C MOAMAHTMMTOM), CUCTEMHOM KPACHOM BOAYAHKM C BTOPUUHBIM aHTUPOCCOAMIUAHBIM CHH-
APOMOM, pexe — MepBUYHOrO aHTU(POC(OAMMUAHOTO CUHAPOMA M cHHApPOoMa lyanacuepa. C y4eTOM XPOHOAOIMHECKON MOCAEAOBATEALHOCTM
BO3HUKHOBeHMs1 TIAA 1 AAK paccmoTtpeHbl 3 BapuaHTa Ae6ioTa AaHHbIX MOTEHLIMAALHO (haTaAbHbIX AOMOAHEHUIT OCHOBHOIO 3a60AEBaHMS: One-
pexaiolee AAK passutre TIAA, otcpouerHas o AAK TOAA 1 coBmecTHoe (B npeaeaax 24 1) popmuposarmne TIAA u AAK. BbinoaHeH o63op
EAVHMYHBIX OMMCaHMI MOAOGHOM KOMOMHALIMM OCAOKHEHUI TPAHYAEMaTo3a C MOAMAHIMWUTOM, YKasaHbl KpUTepHM, AaHa pabouast Kaaccudmka-
LMs TSKECTU U, C YHETOM 3TOrO, — COBPEeMEeHHas nporpamma Tepanin AAK Kak caMOCTOSTEABHOTO COOBITUS M B codeTaHnn € TIAA.
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Abstract

The analysis of the mechanisms of the formation of a rare clinical combination of pulmonary embolism (PE) and diffuse alveolar hemorrhage
(DAH), which are complications of systemic vasculitis associated with antibodies to the cytoplasm of neutrophils (primarily granulomatosis with
polyangiitis), systemic lupus erythematosus and secondary antiphlogistic syndrome — primary antiphospholipid syndrome and Goodpasture’s
syndrome. Taking into account the chronological sequence of the occurrence of PE and DAH, 3 variants of the onset of these potentially fatal
additions to the underlying disease were considered: the anticipatory DAH development of PE, delayed from DAH PE and joint (within 24 hours)
formation of PE and DAH. A review of single descriptions of such a combination of complications of granulomatosis with polyangiitis is carried
out, criteria are indicated, a working classification of severity is given and, taking this into account, a modern program of therapy for DAH as an
independent event and in combination with PE.
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CrnoHraHHble BeHo3Hble TpoM003blL (CBT), TpoMmO03MO0mms
nerounoii aprepun (TDJIA) u auddys3Hoe anbBeoNIIPHOE KPO-
BoreueHue (JJAK) oTHocsaTcs k Hanbonee HEOIArONMPUATHBIM
ocnoxHeHusaM AHITA- (aHTHHEHTpOUIbHbIE IUTOILIA3MaTHIe-
CKHE aHTHTEJIa) aCCOLIMMPOBAHHBIX BACKYJIUTOB (TpaHylieMaTo3a
¢ monmuanrunToM — ['TIA, MUKPOCKONIIUECKOTO TTOMHAaHTHHTA),
cucteMHo# kpacHoit Bomuanku (CKB) ¢ BropuuHbiM anTH(OC-
donmunuaabiv cuaapoMoM (ADC) u, pexe, nepsuynoro AOC
u cunapoma I'ynnacuepa [1-4]. IlynsmMoHonornueckas 3anada
erie Oosiee YCIOKHSAETCS, KOoraa 00a 3TH, MPOTHBOIIOIOXKHBIE
o maroreHeTHueckuM utoram, cocrosuus (TOJIA u JAK)
pa3BUBAIOTCS COBMECTHO [5].

Tema remopparmdeckoro aipeeonuta npu CKB u Tpombo-
(unuu, accoruupoBanHoi ¢ ADC, TOCTaTOYHO XOPOILIO OTTUCAHA
B LIEJIOM psifie MyOIMKAIMI, IPHYEM TPOMOOTHYECKas OKKITFO3HSI
BeTBell erounoii aprepuu (JIA) 31ech JO0CTUTAETCS HE TOIBKO
SMOOJUUECKUM IPUBHECEHHUEM, HO U TPOMOO30M in situ [6, 7].
IIpu sTom mo kputepuro Becrpedaemoctu TIJIA u JAK, CKB
(u Bropnunslii ADOC), cunnpom I'yanacyepa 3HaIUTETBHO YCTY-
naroT Apyroil rpynne Hozonoruit — AHITA-acconunpoBaHHBIM
BacKynuTam, u B iepByro ouepens [ TIA.

I'TIA — naronaruyecKuii CHCTEMHBIN MaJIONMMYHHBIN HEKPO-
TH3UPYIOIIHI BaCKYJIUT MalbIX (MEHEe 5 MM) COCYI0B (apTEpPUUT,
APTEPHUOIIHT, KalIWIUIPUT, BEHYJIHT), TONOIHAEMbIH HEKPOTH3UPY-
FOIINM TPaHyJIEMaTO3HBIM TapaBa3albHBIM BOCIIAJIEHUEM C TIpe-
MMYIIECTBEHHBIM IOPaXKEHHUEM OTOPHHOJIAPHHIOIOTHYECKOM
30HBI, ABIXAaTEIbHOW CUCTEMBI, IOUYEK IPH IaTOr€HETHUECKOM
yuactuu B Bocniasiennn AHIIA, raBHbIM 006pa3oM npoTenHasbl 3
(TTP3) [8]. Ha ceromHs HET €MHOTO MHEHHUS O BEPOSITHOCTH
pazsutus u yactore JJAK npu I'TTA. CornacHo pesynsratam
Han0oee LIUTUPYEMBIX UCCIIENOBAHUMN, BCTPEUAEMOCTh JJAHHOTO
(haTabHOIO OCIIOXKHEHUS COCTaBISIET OT 7 10 45%, 1 OCHOBHOI
€ro MpUINHON sIBIsIeTcst KanwusipuT [2, 9]. Ilarorenes CBT mpu
AHIIA-accouMupoBaHHBIX BACKYJIUTaxX OoJee CI0XKEH, a olriee
YHCJIO BEHO3HBIX TPOMOOIMOOIHUECKUX COOBITHIA, CBSI3aHHBIX
¢ I'TIA, penxo npessimaer 9% [1, 5, 10-13].

Eme menee 3HaunTepHBI cBeieHHS 0 coueTanuu mpu [ TIA
000X ITHX OCJIOKHEHMH: Ha 3TOT CYET B JINTEPAType UMEIOTCSI
JMIIb €AUHUYHbIE cooOLeHus. Tak, UCX0 U3 aHaIu3a ooLen
rpyrmsl (35 genoBek), Bkirodapmeir 1 AHL[A-mo3uTuBHBIS
BAaCKYyJUTHI, U 2 puMepa cuaapoma ['ynmacuepa [aHTHTENa
K 0azanbHOW MeMOpaHe KalWJUIAPOB KIYOOYKOB U ajbBeoJ,
antu-bBMK-acconuupoBannas 6ones3ss], Taxenoe JAK, mpu-
CYTCTBYIOILIE€ COBMECTHO C BEHO3HOH TpoMOoaMOonuei, nua-
rHocTupoBaHo y 7 (20%) GonbHbIX [14].

TOJIA u JAK — penkue u noteHIManbHO (paTaibHble OC-
JIO>)KHEHUS! CUCTEMHBIX BaCKYJIUTOB. B3sToe IO OTHENBHOCTH,
MpUpOAa KKAOTO M3 HUX UMEET ceyac JOCTaTOYHO XOpoIlee
oobsicuenue. TOJIA npu I'TIA oGycnosnena Hagnuuem CBT
DIyOOKUX BEH HOT, KOMMYHHUKAHTHBIX BEH, PEXKe — COUeTaHUEM
TpoM0603a NIyOOKHUX U MOBEPXHOCTHBIX BEH HI)KHHUX KOHEU-
Hocteil. CBT u TOJIA B ciayuae I'TIA 00yCliOBIICHBI LIETBIM
PSIOM CaMOCTOSITENBHBIX COOBITUI B CHCTEME «KOAryJsIHsi—
AHTHUKOArysnust/puOpUHOIM3—aHTU(GUOPUHOIN3Y: YCTaHOBIIEH
(hakT runepkoaryssuy 3a cyet pocta ypoBHs dakropa VIII,
9HJOTEHHOTO TPOMOMHOBOTO MOTEHI[HAaa HE TOJNBKO B aK-
tuBHy10 (azy I'TIA, HO U B cocTOsiHMM ero pemuccuu [15].
AytoanTuTena k miasMuHoreny npu ITP3-AHI[A-BackynauTax
3aMeUISI0T eT0 TpaHCc()OopManHio B MJIa3MUH U TeM CHU-
XKaroT GUOPHHOIUTHIECKYIO aKTHBHOCTH IIa3Mbl IPUMEPHO
B 1/4 Bcex ciyvaeB Oonesnu [16]. HeliTpoduiiel — ocHOBHOE
s¢pdexroproe 3Beno npu I'TIA; akruBupoBanHsie AHIIA

U (akTopoM Hekpo3a OIyXoJieil o 3TH KJIEeTKH 00IajaioT dH-
JIOTEIUONATUYECKUM ACHCTBUEM B CBSI3U C BBICBOOOXKIECHUEM
Oenka, acCOIMUPOBAHHOTO ¢ MeMOpanamu uzocom (LAMP2),
MAacCHBHBIM OKHCIIUTENEHBIM CTPECCOM B COCYAHMCTOH CTEHKE.
Heiirpodunbnas TIP3, npoHukas B S9HIOTEIHATIBHYIO KIETKY,
yBEJIMYMBAET NPOAYKLUIO UHTepaelikuna-8 u MCP-1/CCL2
(XeMoaTTpaKTaHTHOTO MPOTeHHA 1), CTUMYJIUPYIOIINX alloNTo3
suporenuonuta [17]. NETo3 (neutrophil extracellular traps)
C BBIXOJIOM BO BHEKJIETOUHYIO Cpely HE TOJIbKO HYKJICOTHHBIX
HOJIMMEPHBIX JIOBYIIEK, HO U THCTOHOB HOCPEACTBOM IOCIEAHUX
SBISIETCS. YHUBEPCAIBHBIM HHIYKTOPOM TPOMOOTHYECKOH
MUKpPOAHTHONATUH. AKTUBUPOBAHHEIE HEUTPOYUIBI MOTYT
B3aNMOJICHCTBOBATh HEIIOCPEICTBEHHO C TPOMOOIIUTaMU U 3pU-
TpOLUTaMU uepe3 32-UHTETPUHBL, YTO IPUBOAUT K 00pa30BaHUIO
BHYTPHCOCYIUCTBIX arperaiuii u Tpom0os [18]. B nomonxenue
K 9TOMY MHUKPOUYACTHIIBI (CBOOOHBIC BHEKIETOUHBIC, TOKPHITHIE
000JI04KOI MUKPOBE3UKYJIIbI) HEHTPOGDHUIBHOTO IPOUCXOMKACHUS
(CD15, CD64, CD66b, CD66¢) y 6onbHbIX I'TIA moziepxuBaoT
TIOBBIIICHHBIH YPOBEHb TKAHEBOTO (PAKTOPA U AKTUBHPYIOLIETO
TpoMOOIMTH MakpodaranbHoro anturena 1 (Mac-1), cnoco6-
CTBYSl 3aKPEILUICHUIO IPOTPOMOOTHUECKOro cocTosiHus [19, 20].
Kpowme toro, HeliTpoduisl, mpemupoBanusie AHLIA, nerpany-
JUPYIOT U BBIIEISIOT BMECTE C HYKJICOTHIHBIMH JIOBYIIKAMU
nononHuTensHo I1P3, neiicTByronyro Kak ayTOaHTUTEH yiKe
JULS clletytoleil, TOBTOPHOH aKTUBU3aI[M1 UMMYHHOI'O OTBETA.

JAK mpu I'TTA 06ycioBieHO Tak Ha3bIBAEMBIM MaJIOUM-
MYHHBIM KallMJUISIPUTOM CHCTEMBI MaJIOTO Kpyra KpoBooOpa-
IEHUsL, KOIIa COCYIUCTOE MOPasKeHHUE HE CBA3aHO C OCAXKICHUEM
Ha 3HJIOTEJIMY UMMYHHBIX KOMILJIEKCOB, Kak 1pu [gA-BackynuTe
(IgA — ummyHOTIIOOYNTHH A), TETOYHO-TTOYETHOM CHHAPOME
I'yamacuepa. B ciayuae I'TTA B dpopMHpOBaHUN KalMJUIIpUTA
IJIaBHYIO POJIb UrPaloT Bce Te ke HelTpodmibl. [Ipu sToMm ne-
TOYHBIN KaMIUIIPUT UMEET YHUKAIbHYIO THCTONATOIOTMYECKY IO
KapTHHY, COCTOSIIIYIO U3 peodIaaatomeil HeHTpopHIbHON HH-
(bUNBTpaM MHTEPCTUIUS, OTEKa SHAOTENHS, QPUOPHUHOUTHOTO
HEKpO3a ajbBEOISIPHO-KANWIIIPHOH MeMOpaHbl U JeHKoLu-
TOKJIa3Kca (BHEKIETOUHOH (hparMeHTanuy saep JICHKOIUTOB).
VmeHHO (hakTOM M30BITKA SAESPHOTO JICHKOIUTOKIACTHYECKOTO
Mycopa Hapsiay ¢ BBICOKOH KOHIICHTpalueil HEHTPOPHIbHBIX
CEepPUHOBBIX NpoTenHa3 (dnacrasbl, [IP3) u MaTpUKCHBIX Me-
TaJJIONPOTENHA3 (KOJIareHas3bl) OOBICHIETCS yTpaTa LeaocT-
HOCTH aJIbBEOJISIPHO-KAMMIUTIIpHOH MeMOpanb! ipu ['TIA 1o Toit
CTEIeHH, KOIZla BO3MOXHA M30BITOYHAS MOTEPS] SPUTPOLIUTOB,
a He IPOCTO SKCTPaBa3alys KIETOK KPOBU 0€3 COITYy TCTBYIOILIETO
BaCKYJIUTa WIIM allbBEONIUTA [KaK MPH MATKOW allbBEOISIPHOI
remopparuu, bland pulmonary hemorrhage, ocnoxHsomieit
CUCTONIMYECKYIO W/HIIN AMACTOIMYECKYIO0 HEeIOCTaTOUHOCTD
JIEBOTO XKENTyH0UKa, HAaTOJIOTHIO CEPIECUHBIX KIIAaHOB — «KOH-
TeCTHBHAsI SKCTpaBa3alis SPUTPOLUTOBY (31ECh IIPH CBETOBO
MHKPOCKOIHH aJIbBEOJISIPHBIE CENTHI OCTAIOTCSI BHELITHE HE H3Me-
HEHHBIMH) MJIU TOJIBKO KOMITOHEHTOB ILIa3Mbl ¢ HOpMHUpOBaHUEM
TMaJMHOBBIX MeMOpaH (kak npu auddy3HOM albBEOISIPHOM
noBpexaeann)] [21, 22]. B aToMm cMbIcie JIErOYHBIA KarTwiI-
JSIPUT OTIIMYAETCSI M OT JIOKaJIbHO! aJIbBEOIISIPHOI reMopparus,
CBSI3aHHOH, HAIIPUMeEp, CO CTPENTOKOKKOBOM MTHEBMOHUEH MITH
MTHEBMOHMEH, acCOLMUPOBAHHON C Serratia marcescens [2]:
KOJIMYECTBO MHTEPCTHUIHAIBHBIX HEUTPODHIOB U (hparMeHTOB
saep B IIEPBOM Cllydae BCerna MPeBOCXOOUT UX MHTPaabBeo-
JSIpHOE 3Ha4yeHHe; 0OpaTHOE COOTHOLIEHUE HaOMIofaeTes Mpu
mHeBMoHMH [23].

Bropem BaxkuaeiM yeoBuem JJAK mpu ['TIA ciryxut 3Haun-
TENBHBIA POCT BHYTPHUAILBEOSIPHOTO YPOBHS aHTHUKOAT'YJISIHT-
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HOro 6eika, 0003HaYEHHOI'0 KaK MHIUOUTOP IIYTH TKAaHEBOI'O
(dakropa (TFPI). JlaHHbBIil MONHUIIENITH CHHTE3UPYETCS aJIbBE-
OJISIPHBIMU Makpo(araMm ¥ BKITFOUaeT jABe M30(opMbl — o U f3,
Ka’k71asi U3 KOTOPBIX COAEPKUT 2 TOMEHa HHTMOUPOBaHHUS, COOT-
BercTBeHHO VIla- n Xa-¢akropos cBepreiBanus; TFPIo nmeer
€Il U TPETHI1 JOMEH CBS3BIBAHMS IIPOTEHHA S, UTO CIIOCOOCTBYET
nocnenyromei ¢pukcaunn TFPIo Ha moBepxXHOCTH MeMOpaHBI
U YCUJIEHHIO TopMoxkeHus Xa-(axropa [24]. 136bITouHas npo-
nykuust TFPI (af) anpBeonsipHBIMU MakpodaraMu BTOPUYHA
[0 OTHOIICHHIO K OCHOBHOW BOCHAJMTEIBHON pPeakuuu, Oyib
1o I'TIA nnu npyrue 3abonesanus, ocnoxssronmecs JAK (amro-
TeHHasl HeMUe0a0IaTHBHAs TPAaHCILUIAHTAIUS CTBOJIOBBIX KJIETOK,
CITNA, CKB u nip.). A. Sabharwal u coasr. (1995 r.) ycraHOBIIH,
YTO YPOBEHb 3TOI'0 aHTUKOAT'YJISIHTA [IPU OCTPOM AJIbBEOJIIPHOM
HOBPEXICHUM MOXET ObITh yBenuueH B 20 pa3 [25].

Knunuueckyto kaptuny JAK cocTaBisllOT CUMITOMBI
KPOBOXapKaHbsI/JIETOYHOTO KPOBOTEUYEHHS, THIIOKCHYECKOM
JpIXaTenbHOM HepocTarounoctu (JIH), kpoBonoTepy; Ha peHT-
reHorpamme (PUKCHpPYIOTCS HOBBIE OBICTPO pa3BUBLINECS OHO-
WIH ABYXCTOPOHHHME 30HBI KOHCOJHIAIUH, IPHU BBIMOJHEHUH
kommbroTepHOH ToMorpaduu (KT) — Hecrienmduaeckre y4acTku
«MaTOBOCTHY, YTOJILEHHsI MEKI0JIBKOBBIX MEPEropoaokK, KOH-
conuuanuy; naboparopueiMu xapakrepucrtukamu JTAK sBins-
I0TCA XKene30ieuIrTHas aHeMUs, CHIDKEHUE TeMOITIOOUHa U,
10 TIOHATHOW NMPHYUHE, FeMaTOKpuTa. J{OOoMTHUTENbHYIO AHa-
THOCTHYECKYIO IEHHOCTh UMEIOT OLIeHKa OPOHX0AIBBEOSIPHOIM
naBakHoM xugkoctu (BAJDK) u Haxoxnenue Makpodaros,
Harpy>KeHHBIX TreMocuaepuHoM (cunepodaros). Kpome toro,
00s13aTeNbHO YYUTHIBAIOTCS KOHCTUTYIIHOHAIBHBIE TPU3HAKH
I'TIA: cHUWXEHHE MAacChl TeJa, JTUXOPaJIKa, JETOUHbIC HHPHIIb-
TPAaThl U KABUTAIUU, KOTOPbIE HENOCPEICTBEHHO 00YCIIOBIECHBI
HEKPOTHYECKUM TpaHysiemaro3oM, nopaxenue JIOP-opranos,
MoveK, MoauHelponaTus u T.4. Ha cerogHsmHuii 1eHs HET
CINHOIO MHCHUS (KOHCCHCyC&) B OTHOIICHUHN AUATrHOCTHYCCKHX
kpurepueB JAK, onnako HauOonee 4aCTbIMU U3 HUX, IIPU Ha-
JIMYUH OJBIIIKH U KPOBOXapKaHbsl, CITYKaT HHAEKC OKCHUTCHALIUN
Pa0O,/F10,<300, ocTpoe CHIXeHHE TeMorIoonHa Ha 1-2 1/,
OTHOCHTEIIFHOE KOJINYEeCTBO MakpodaroB, HarpyXeHHBIX Te-
MOCHJIEPHUHOM, OT obmiero ux uncna B BAJDK >20% (ams qua-
THOCTHKH OOCTPOTO WK PELUUBUPYIOIIETO KPOBOTEUECHUS),
pentrenonorunyeckue u KT-npu3Haku, THIMYHAS KapTHHA IPU
JICTOYHOM OMONCcHN (KaNHIUISPHUT, CHIepO(ard, HAIN4Iue dpH-
TPOLIUTOB B aJIbBEOJIIPHOM POCTPAHCTBE); NOIOIHUTEIBHO IPU
CTaOMJILHOM COCTOSHUY OOJIBHOTO ¥ BO3MOXKHOCTU BBIOIHEHUS
WCCIICIOBAaHNS YKa3bIBaeTCs TeCT Ha TU((Y3MOHHYIO CIIOCO0-
HocTh Jierkux 1mo CO,, OIleHKa pEeCTPUKTUBHBIX U3MEHEHUH
(hyHKLIMM BHEIITHETO IBIXaHUs U U3ydeHUe cTeneHu najgenust NO
B BBIIBIXaEMOM BO3JyXe (BHYTPUAJIbBEOJISIPHBIH reMornoouH
CBSI3bIBAET OKUCH a30Ta ¢ (HOPMUPOBAHUEM METIEMOINIOOHHA,
Te€M caMbIM ypoBeHb CHHKeHHS NO B BBIIBIXa€MOM BO3yXe
koppenupyet ¢ Tskectbio JJAK) 5, 26, 27]. Cnenyet n1o6aBuTh,
4TO OPOHXOCKONUS U OpOHXOANbBEOJIAPHBIH JaBax npu JJAK
MPU3BaHbl, KPOME TOI'0, UCKIIIOYUTH WHBbIE, OPOHXOTEHHBIE,
WUCTOYHUKH KPOBOTEUEHHS M BO3MOXHYIO HH)EKIHOHHYIO
naroJyoruo. B 3To# CcBs3u npoueaypa Hauboee paluoHaibHa
B nepBble 48 4: OCTOSHHOE (WM JJakKe YBEJIHMYHBAIOLIEecs)
KOJIMYECTBO KPOBH B TpeX IOCIEI0BATEIbHBIX JIaBaKHBIX 00-
pa3uax (IMKBOTax) M3 OIHOTO M TOTO K€ JIETOYHOTO yJacTkKa
ceugerenscTByeT o JJAK. ITpu 3ToM ¢aronuros npoayKkros
TpaHchOopMaluu reMOrIoOMHa U yBEIMUEHHE YUCIIa CHIEPO-
(haroB — sIBIIEHHE OTCPOYCHHOE, UMEIOIIEEe JHATHOCTHYECKYIO
LEHHOCTh HA000POT, CIIycTs 48 4 MMOCIie reMOpparku, O3TOMY
JTaHHBIH TOKa3aTesb CIYXXKUT yKa3aHHEM Ha ObIBIIEE MPexie
(nonmoctpoe) unu peuuausupytomee JJAK.

B nccnenosannu PEXIVAS (2015 1) JJAK xak pe3ynbrar
aKTUBHOT'O BaCKYJIUTa ONpEeIIsieTCs:
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1) no wHanuuuio TUGHPY3HBIX JTETOYHBIX UHPUIBTPATOB
npu peHtrenorpaduu rpyanoi kinetku uian KT (nuddys3Hbie
JIeTOYHble HHQUIIBTPATHI);

2) OTCYTCTBHIO aJbTEPHATUBHOIO OOBSICHEHUS AJIs BCEX
JIETOYHBIX UHPHUIBTPATOB (HANpUMep, 0OLEMHON Meperpy3Ku
WM JIETOYHOH HHEKINHN);

3) NPUCYTCTBHUIO OHOTO U3 CICAYIOUIMX KPUTECPHEB:

a) aIbBEOJISIPHOTO KPOBOTEUEHUS IIPU OPOHXOCKOITHMYECKOM
HCCIIEIOBaHUH MM OPOHXOATBBEOJSIPHOTO JIaBaXa,

0) KpOBOXapKaHbs,

B) HeoObsicHUMOMN aHemuu (<10 r/mJ1) UM CHUXKEHUS Te-
MornobuHa (>1 T/A7) OT ero MCXOIHBIX 3HAYEHHH, KOTOPHIE
JIOJKHEI OBITE MeHbe 10 1/,

r) m3MeHeHus anddysuonnoi emxoctu CO, [28].

VYcnoBueM AMAarHOCTHKY 3/€Ch CIY)KUT TaK HasbIBaeMas
nonHast Tpuaza JJAK [29]. Onnako Takoe couetanue (B CUTyaluu
HMMMYHOJIOTHYECKOTr0 T'eHe3a KPOBOTEUCHHUS ) OBIBAET, 110 TAHHBIM
TeX JKe aBTOPOB, JIMIIb y 46,1% GonbHBIX. K mpumepy, kpoBoxap-
KaHbe KaK HanOoJee HaIsAHBIM CHMIITOM B pealbHOM IIPAKTHKE
Bcrpeuaercs Bcero B 30—40% JIAK [29-31]. Ero nosiBneHuto
B 3HAYUTENHHOMN CTENCHU MPEMATCTBYET (HaKTOP BBICOKOH eM-
KOCTH aJIbBEOJISIPHOTO JIEIOHUPOBAHNUS KPOBH [2].

HeGe3yclioBeH M pEHTTEHOJIOTHUECKUIH KPUTEPUH KPO-
BoTteueHus. Tak, npu ananuse 39 ciayuaes TAK, acconuupoBas-
HOTO C ayTOUMMYHHBIMU 3a0oneBanusmu (11 u3 aux — ['TIA),
OnnarepanbHble QOKYCHI Ha pEHTTeHOTpaMMe TPYAHON KIETKH
3adukcupoBanbl y 36 (92,3%) nauueHTOB, OHOCTOPOHHUE —
y 1(2,6%), onHako y 2 (5,1%) yenoBek peHTreHOIOTH4ecKas
KapTHHa aJTbBEOJIIPHOTO KPOBOTEUSHHSI OTCYTCTBOBaIA. [Ipryem
y Bcex OOJBHBIX AaHHOW TPYIIBI OTMEUYEH HHU3KHH ypOBEHB
remoriioouna (B cpeanem 90+21 r/m), a cpenHss BelUYUHA
Pa0,/FIO, cocraBuia 269+110 [29].

[IpencraBnenHas kIuHUYEcKas pasHopoaHocts JJAK moxer
OBITH 00YCIIOBIIEHa HEOAWHAKOBOW CTaINEH U TSHKECTBIO TEUSHUS
I'TTIA. EBponeiickas uccnenoBatenbckas komuccus (European
Vasculitis Study Group) npemioxuia 5 NOATPYII TSKECTH
BacKyJIUTa: JIOKaJbHast opMa (HampuMep, H30JUPOBaHHAS
BEPXHUMH JbIXaTeIbHBIMH Iy TSIMH); PAaHHSIS CHCTeMHas hopma
(aKTI/IBHBIﬁ BACKYJIUT C KOHCTUTYIIMOHAJIbHBIMU CUMIITOMaMH,
HO 0e3 AUC(HYHKUUH KU3HEHHO BaXXHBIX OPraHoOB); T'€HEepalu-
30BaHHAs (popMa (BaCKyJIHT ¢ TUCHYHKIIMEH )KHU3HEHHO BaYKHBIX
OpraHoB, C MPUCYTCTBHEM, HapuUMep, TIIOMepyIoHeppuTa,
HO KpeatuHuHeMHus <500 MKM/11); TshKenoe/onacHoe s )KU3HU
3a0oneBaHue (3HAYUTEIHHOE HApyLIEHHE KU3HEHHO BAXKHBIX
OpraHoB C IPUCYTCTBHEM, HartpuMep, octpoit JIH niu noueunoit
HEIOCTATOYHOCTH, KPEATHHUH CBHIBOPOTKH >500 MkM/i);
pedpaxrepHas Gopma (OTCYyTCTBHE OTBETA HA TPAAUIMOHHYIO
tepanuio) [32, 33]. JJAK mMoxeT cocTosThbes B 1000, HaYMHAS
co II, craguu BackyiuTa, HO TSDKECTh €ro OyIeT pa3iuyHa:
ceropHsIHsAs pabodas kinaccupukanus noxpasgenser JAK
Ha JIETKOE, HE CONMPOBOXKIAIOIICECS HAPYIICHUEM JICTOYHOM
(byHKIWY, yMEpEHHOE, KOorna JierouHas QYHKIHs HapyIIaeTcs,
OJIHAKO JJIsI ¢ KOMIICHCAIIMU He TpeOyeTcss MeXaHHuecKas pe-
cIMpaTropHas MOAAepXkKKa, U TsKenoe, ecnu ais aedenus JH
HeoOXoIuMa arnmnapaTHas BEHTUIIALIUS.

PaccmotpeB o oTnensHOCTH Kaxkaoe U3 ocnoxkHeHuit ITIA,
Jnajee HeoOXOIMMO MOTIBITaThesl 00bICHUTE KoMOMHaImio TOJIA
u JIAK. TTonoOHbIit aHai3 MPU3BaH, BO-TIEPBbIX, KOHKPETUZUPO-
Barb renes accoruanuu « TOJIA—JJAK» u, BO-BTOpBIX, OTBETUTH
Ha BOIIPOC O pallMOHAJIbHOI 1e4e0HOI TaKTHKE B CUTYalluH CO-
YeTaHus ABYX pa3HOHAIPABICHHBIX 10 MATO(QU3UOIIOTHIECKUM
UTOTaM sIBJICHUI — TpomOo3a u remopparuu. [Tpu nonymieHuu
HecnyuaitHocTu cBsizU «TOJIA-JIAK» rnaBHBIM gBisieTcs
npobiieMa IEPBHYHOCTH KaXKAOTO U3 COOBITHI ¢ TOHUMaHHEM
XapakTepa CBSI3H MEX/y TPOMOOIMOOIIHEH 1 MAaTOTeHETHIECKOM
OCHOBOH aJIbBEOJIIPHOTO KPOBOTEUEHHSI — JICTOUHBIM MaJIOUM-
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MYHHBIM KamuuisiputoM. [locienoBarenbHOCTh (DOPMUPOBAHUS
JAHHBIX OCJIOKHEHHH JOITyCKAeT CYIECTBOBAaHHE CIIETYIOIINX
Tpex BapuaHToB: B Havase TOJIA, 3arem JJAK (1-51 popma), co-
BmectHoe pazutue TOJIA u JJAK (2-1 popma) u BHavane JIAK,
3ateM TOJIA (3-s1 ¢hopma). JInTepaTypHbIil 0030p HEMHOTOUHC-
JIEHHBIX IPHIMEPOB CBUETEIBCTBYET, UTO IIOA00HAS KOMOHHAITHS
cBoiicTBeHHa TspkenoMy JIAK u nmpenmyIiecTBeHHO BCTpeyaeTcst
1-1 popma coueTanus ocnoxHeHui (Tadiu. 1).

CrenoBaTenbHO, MEPBBIA BONPOC 3aJa9H — 9TO KOHKPETH-
3aIsl B CUTYaIlMd CHCTEMHOTO BAaCKYJIHTA TPUTTEPHOH POJIH
TOJIA nns passutus JJAK. B 310#i cBs3u BHavane couuiemcs
Ha BbIBOA paboThl W. Travis U coaBT.: OILleHKa 67 MaTepHUasoB
oTKpbITOl Onoricuu sterkux npu ['TIA, He ocoxkaerHoro JTAK,
B 31% ciydaeB paet monuyto (!) kapTuHy Kamwuiputa [36];
UHa4e roBops, MOYTH KaxAbli Tpetuit 6ombpHOM I'TIA 31€CH
UMell oTeHIHanbHyo Bo3MokHOCTh JIAK. TToxoxue pe3yinb-
TaThl C YKa3aHMEM Ha NMPHUCYTCTBUE Kanuiuiipura B 17-43%
MPUKU3HEHHBIX 00Pa31IoB JIero4Ho# Tkanu pH [ TIA npuBoasiT
M. Krause u coast., 2012 [37, 38].

IToBTOpUM, OCHOBHBIM yCJIOBHEM Kammuisiputa npu [ TIA siB-
JSIeTCS arpeccHst HeWTPO(UITBLHBIX TPAaHYJIONUTOB. B aT0OH CBSI3N
B KaueCcTBE BO3MOXKHOTO 0OBsicHeHHsI koMOnHarmu « TOJIA—
JAK» mns 1-it (BHauane TOJIA, zatem — JIAK) u 2-it (TOJIA
u JIAK coBMecTHO) GOpM COYCTAHUIA MOXKET CITYXKHUTh CIIEIy-
IolIee IOTONTHEeHNe. B skcniepuMenTe 1Mo CO3MaHUI0 JETOTHON
3MOO0JIUH, HO HEJJOMYIICHHUIO MOCIEaYoIeH penepy3noHHOH
TPaBMBI AJIbBEOJIIPHO-KAMIUISIPHOI MeMOpaHsbI («HeoOpaTiMast
JIeTOYHast IMOONTU3ANHUS») B SIPEMHYIO BEHY KPBIC BIUBAJH CY-
CIICH3HI0 MUKPOCQEp MOTUCTUPOIIA (CPEAHUHN TUaMETp TPaHyJl
25 MkMm); uepe3 18 u B BAJIJK ypoBeHb XeMOATTpaKTaHTOB
HEUTPOPUIIOB (IUTOKMHUHIYIIUPOBAHHOTO XEMOATTPaKTaHTa
u MIP-2 — macrophage-inflammatory protein-2) Gonee uem
Ha MOPSIOK MPEBBILAT KOHTPOJb, & KOHIEHTPAIHUs HEHTpo-
(duieHOI Muenonepokcuaassl (MITO) B 5 pa3 npeBocxonuia Oa-
30BYI0 BeIM4UHY. BbIBO1 paboThl 04eBUIEH: IeroYHas SMOOIMs
SIBIISICTCS] HE3aBUCUMBIM (PAKTOPOM pOCTa PEKPYTHPYIOLINX
HEUTPO(UIIEI XeMOKHHOB 1 IIPUBIICUSHHUS B 30HY UILEMUH HEl-
TpOGUIBLHBIX TpanynonuToB [39]. IIOHATHO, YTO KIMHHYECKHE
peaiiu SMO0IMU TPOMOOTHUECKUMH MacCaMH HECKOJIBKO HHBIE,
HE)XeNU ONHCAaHHBIE dKCIIEPUMEHTAIbHBIE MUKPOIMOOIHUH,
onHako U matorene3 TOJIA He orpaHHYMBAETCS JIUIIH MEXaHU-
YEeCKOM OKKJIO3uel (MOJHOM MM 4aCTUYHOM) ONpeaeiIeHHOM
30HBI OacceiiHa JIA: XOpoIIO W3BECTHO, YTO aHATOMUYECKUE
OpOHXO-ITyTbMOHAJIEHBIE aHACTAMO3bI CIIOCOOHBI CTIIaTUTh
B TAKOHM CHUTyalllM JIOKAIBHYIO HIIEMUYECKYIO TPaBMy HapeH-

xuMBl. [IpH 3TOM CyIIeCTBEHHYIO pojib B Pa3BUTHU MH(papKTa
JIETKUX UTPAaeT UIMEHHO UCKITIOYEHHE (J1a)Ke KPaTKOBPEMEHHOE)
MOMOOHOTO TTep(y3HOHHOTO pe3epBa KOJUIEKTOpa OPOHXHATBHBIX
aprepuii; 00yCIIOBICHO 3TO ObIBAET CUCTEMHOW TMITOTECH3UEH
(koymancom), peIeKTOPHO pa3BHBAIOILICHCS B pe3yabTaTe
pasapaxenust 6apopenentopoB JIA Tpombom (3mMbOoIOM),
U nociuenymoomei penepdy3nonHol TpaBmoii. Korma xe peus
uaer o TOJIA npu Backynure (I'TIA) ¢ UCXOAHBIMU BOCIAIHU-
TEeJIbHO-/IeTeHEPaTUBHBIMU U3MEHEHUSMH U B OPOHXHAIBHOM
apTepuaIbHOM pycile (apTepUUT-apTEPUOINT), BEPOSITHOCTh
nepdy3rnoHHON HEIPPEKTHBHOCTH emle Oosee Bo3pacraet [17].
JlonoHHUTENEHOE 3HAYSHHE MMEeeT KOHT'eCTUBHBIN (akTop —
SMU30]], BEHO3HOTO 3aCTOSI B MAJIOM Kpyre, aCCOLIMMPOBAHHBIII
C HapylIEHHEM CUCTEMHOIl remopuHaMuKu. CTaHOBUTCS T10-
HSTHBIM, II0YEMY TPOMOOIMOOITHSI IPHIACTHA HE MPOCTO K MECT-
HOMY, OTPaHUYEHHOMY 30HOW KOHKPETHOW MOPaKEHHON BETBU
JIA, Ho nHOrAA U K 1U((HY3HOMY aJIBBEOTIPHOMY TOBPEXKICHUIO
(Y. Kinoshita u coasr., 2013 1.), 3¢deKTOPHBIM KIETOYHBIM
HAYaJIOM KOTOPOTO TOXKE SIBJISIFOTCS HEUTpodwisl [40].

Takum 00pazom, yist ['TIA TONONTHUTENBHBIN aKT PEKPYTHPO-
BaHUs HEUTpo(uoB, accounupoBanusblii ¢ TOJIA, yacto (ouTtu
Y KaXKJIOTO TPETHEr0) MOXKET CTaTh TEM IPEAETIOM, KOTOPbIi
OTAENSAET UCXOMHYIO HEUTPODMIBHYIO HHQHIBTPAIHIO C eIle
«KOMIIEHCHPOBAHHBIM KAMJUIIPUTOMY U COXPAHSIOLIEHCS BO3-
MOXXHOCTBIO yZepKaHHs (JOPMEHHBIX HJIEMEHTOB KPOBH BHYTPHU
cocy/la OT COCTOSIHUA «JE€KOMIIEHCUPOBAHHOTO KaIMJUIAPUTA»
CO 3HAYMTEITLHOM JIe3MHTErpaluei 6a3aapbHON MeMOpaHbI U Mac-
CHBHOM dKCTpaBazaluei SpuTpounToB. B 310l CBSI3M KIIMHIYE-
ckuit Bapuant, koraa TOJIA u JAK auarnoctupyrorcs y 60ib-
HOTO COBMECTHO (T.€. pa3HHIIa B CPOKAX JUATHOCTHKH KaXKJI0r0
13 COOBITHI HE MPEBHIIIAET OJHUX CYTOK), SIBISETCS HTOTOM,
[0-BUIMMOMY, MEXaHU3Ma OCTPOTO PEKPYyTUPOBAHUS HEHTPO-
(¢nII0B, MHAYUUPOBAHHOTO UMEHHO MEPBUYHO pa3BUBLICHCS
TpoMOoTHYECKOI OKKItO3uel ydyacTka JIA u pednexTopHoit
CHCTEMHOH AeTpHBAIFeil pe3epBa, HCXOAHO «CKOMIIPOMETH-
POBAaHHOTO» BAaCKYJIMTOM, OPOHXHAJIBHOTO KPOBOTOKA (BHIIIE
YKa3bIBaJIOCh, YTO NMPH MUKpodMOonnu K 18-My yacy mapkep
HEUTPO(DUIBHON Meperpy3Ku albBEONSIPHO-KAMMIIIAPHOI
MeMmOpanbl, MITO, yxxe OGoliee 4eM B 5 pa3 npeBbIacT 6a30ByrO
BeNnMuKMHY). Ha060poT, B 0CHOBE KIMHUYECKOTO COYETaHuUs, T/e
TOJIA onepexaer JJAK Ha GoIbImii CpOK, 3aJI0)KEHBI, BEPOSITHO,
KpOMe MOIOOHOM 0CTPOI TPaBMEI, €llle U MEXaHU3MBI perepdy-
3MOHHOTO MOBPEXKACHNUS, a TaKXKe (PaKTOPBI aHTUKOATYIITHTHOM
u TpombouTnyeckoii Tepanuu CBT. K mpumepy, B nosoBuHe
npeacrasieHHbIx onucanuii JJAK (cm. Tadu. 1), cnenyromero

TabAnua 1. XapaktepucTka KAMHUUYECKUX HaGAloAeHui couetanus CBT/TIAA u tsxeroro AAK npu IMIA/AHLIA-

ACCOUMUPOBAHHBIX BACKYAUTAX

Mo Bo3pacr, HOCﬂ(‘)}lOBa”l;e.JIbHOCTb pa3BuTus Ilepuoa mexny Cenuika
Jger 0CJIO’KHEHUI, (popma coyeTaHUsI coOBITUSIMHU
My K4nHBI 31 TOJIA-JJAK, 1-a 8 mHen [34]
My K4uHBI 42 TONMA-JIAK, 1-5 1 mec [5]
My K4nHBI 61 TOJIA-JJAK, 1-a 2 Hexn [14]
KenmmHbr* 48 B onun nens, oqHako B aHamHe3e 3a 12 net - [14]
1o atoro, Ha (one I'TIA, 6611 smtu3ox TOJIA,
2-51
Kennmapr* 19 B omgun nenb, 2-s — [14]
My>kuuHBI* 45 JAK-TOJIA, 3-1 7 nHeit [14]
Kenuuapr** 14 JAK-CBT, 3-a 15 nuei [35]
B xone neuennss CBT noakoXHbIM BBEIEHHEM 3 g

sHOKcamapuna (1o 30 mr 2 pasa B IeHb) —

peumaus Tsokenoro JAK, 1-s

*Knnandeckue ciaydan, o003Ha9eHHBIE B JIUTepaTrypHOM HcTounnke kak [TP3-ANCA-acconnnpoBaHHBIH BaCKyIHT; * *KIIMHIYECKUI
citydaii, 0003HaYeHHBIN B IUTepaTypHOM ncTouHnke kak MITO-AHIIA-acconuupoBaHHBIN BaCKYIUT.
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Ob30P

3a ucxonHoit TOJIA, remopparus pa3BuBasack Ha OHE JICISHUS
NPSMBIME (TeTIapyuH, YHOKCAlapHH) U HENPSMBIMH (alleHOKY-
Mapod, BapdapuH) aHTHKoaryissHTamu [5, 34, 35].

UYro kacaercs 3-i1 popMbl KOMOUHALMH, C HOCIIEOBATEIBHO-
CTBIO pa3BUTHA OcnokHeHM «BHadane [IAK, 3arem TOJIA», To,
aneyuImpys K IByM JINTEPATyPHBIM CChUIKaM (cM. TaduL. 1), TpyaHo
HANTH NONHOE 00BSICHEHHE IO0OHOTO COUETAHUS PACCMATPH-
BaeMbIX Npou3BoAHbIX [TP3- unn MITO-AHIIA-1o3uTHBHBIX
BacKynuToB. OTHAKO OAMH apTyMEHT 3/1eCh BCE JK& MMEETCsl.
B npocnekruBHoM uccnenoBanuu (197 narmentos ¢ AHI[A-ac-
COLIMMPOBAaHHBIMU BaCKyluTaMu, u3 HuX 151 — ¢ I'TIA) ucxogno
y 51 (25,9%) GonbpHOTO UMENO MECTO yMepeHHoe (He Tpely-
fomee pecrnmpatopHoit nmonnepxkn) JAK, u HeT HU ogHOTO
MpUMepa BEHO3HBIX TPOMOO30B-TPOMO03IMOOIHIA; B TO KE BPEMSI
B IIEpBbIE 6 MEC aKTUBHOI MMMYHOCYIIPECCUBHON Tepanuu 'y 15
(7,6%) uenoBex 3a(hMKCUPOBAHO MOCIEAYIOLIEE BEHO3HOE TPOM-
0oTHUeCcKOe COOBITHE, pacCMAaTPHBAEMOE AaBTOPAMH B TOM YHCIIE
1 KaK OCJIO)KHEHHE IPOTHBOPELUANBHBIX JEUEOHBIX IIPOTPaMM
(xomOuHanmit putykcumad — PM + metunnpensuszonon — MIT
i nukiodocpamun — LA + MIT) [41].

OdpexruBnocts euerns JAK u TOJIA npu I['TIA noctura-
eTcs, B TIEPBYIO 04epeib, ITIOJaBICHIEM aKTUBHOCTH BaCKYJIHTA.
ITpuueM mocTaHOBKA KaBa-(QUIbBTPa MOXKET OBITH JIyYIIUM
BbIOOpOM B nedeHuu pasBusinuxca TOJIA/CBT y nanueHToB
o TexX mop, moka He kynupoBaH peuunus ['TIA [5]. Janee
taktuka ynedeHuss TOJIA kak pesynasrata CBT npu I'TIA mano
YeM OTIMYAeTCs OT TPAJAULUOHHON, a 00CYX/IEHUE PEKUMOB
Kypauuu ee npu coueranuu ¢ JJAK Oyner npencrasieHo nocie
MPEIBAPUTEILHOTO H3JIOKEHHUS COBPEMEHHBIX MOIX00B KYIIH-
POBaHUS MOCIEAHETO.

Cornacao pekomenganusm A. Casian u coast. (2011 1),
neyenue serkoro JIAK Ge3 HapyIeHus JISTOYHOM (QyHKINU TPU
I'TIA (2-5 moarpyrmna akTHBHOCTH BACKYJIHTa) MOXKET OBITh OTpa-
HUYEHO UCTIONB30BaHUEM TOJIBKO IMMYHOCYIpeccopoB [33]. s
3TOTrO MPOBOJUTCS IYJIBCOBOM PEXXUM BHYTPHBEHHOT'O BBEACHHS
IIdA, ypoBeHs gokazarensHocTH 1A, B 103¢e 7,5—15 mr/kr (oa-
poOHee 0 TOYHOM IepepacyeTe JO3bI B 3aBUCHMOCTH OT BO3pacTa
Y UCXOJHBIX 3HaYeHUH KpeaTUHMHEMUH cM. Ha www.vasculitis.
org/protocols/CYCLOPS.pdf). CoBpemenHoii 3ameHoi LIOA
cayxut unpysus PM, 375 mr/m? noBepxHoctu teiaa 1 pas
B Hezleso (ypoBeHb Joka3atenbHocTH 1B). B Tex ciyuasx,
Koraa GyHKIMS IOYEK He HapylleHa (KPeaTHHUH CHIBOPOTKH
<150 MkM/11), HO HET BO3MOXKHOCTH HCIOIb30BaTh PM, aib-
tepHatuBoil [{DA BrICTymaeT MeHee TOKCHYIHBIN METOTpEeKcaT
20-25 mr/uen (0,3 MI/Kr) B IepopaibHOM HITH ITAPEHTEPATEHOM
BBe/IeHHH (YpOBEHb JlokazarenbHocTH 1B) [42, 43].

Jleyuenne ymepennoro JJAK, npuBozsiero K HapyIeHUIO
JerouHoN (QyHKIUH, HO HE TPEOYIOIEero MeXaHMYeCKOH BEeH-
THJISILIMOHHON MOANEPKKH (3-51 MOATPYIIAa aKTUBHOCTH BAacKy-
nuta), BrodaeT [{MPA niau PM B coueTaHUHM ¢ CUCTEMHBIMU
rroxoxopturocteponnamu (I'’KC): 1-3 mynbc-TeparneBTuuecKix
pexuma MIT o 500—1000 mr, nanee mpeaHU30I0H 1 MI/Kr
B CYTKH per 0s (I03y MOCIEAHETO He PEKOMEHAYETCsI ITOBHIIIAThH
6onee 80 mr/cyt) [43, 44]. Anroput™m Tepanuu AHI[A-accouu-
MPOBAaHHBIX BACKYJIHUTOB, ocnokHuBIINXCS JJAK, BKiroyaer 00-
MenHoe nepenuBanue masmel (OITIT)/mnasmadepes (I1D); xorst
naHHbIid Metop iedeHus ykazaH B EULAR/ERA-EDTA (2016 1)
JUIS CITy4aeB TsDKEJIOW OpraHHON AUC(YHKUIUM (CM. HUXKE), aB-
TOpaMH MOAYEPKUBAETCS, YTO ITO JIUIIb PEKOMEHIAINH, HO HE
JKECTKHE PYKOBOJISIINE IIPHHIIAIIBI M UTO YKa3aHHBIN alrOpUTM
JIOMTYCKAET MHIMBUyaJbHbIC BapUAIlMH, a 3HAYUT, UCIIOIH30-
Banue OIIII/TI® na menee Tsokenoii craauu JJAK [42].

Jleuenue Tsoxenoro JAK, TpeOyromiero BeHTUISIIIMOHHON
NOJICP)KKH (4-s1 TIOATPYINa aKTUBHOCTH Backynuta): [IDA
B coueTaHuu ¢ napenrepanbHsiMu I KC, B 3TOM cityuae ob1ast
J103a BHYTpUBeHHO BBoauMoro MII moxet coctasnsats oT 500
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110 3000 mr [33], B Oomee Mo3AHUX PEKOMEHAAIMSIX, KaK CII0C00
coyeranus ¢ OIIII (cm. Huxe), — ot 1000 mo 3000 mr B TeueHue
1-3 nueit [28]. Hanee, B TeueHue 1 He HAUMHAS CO CIIEAYIOIETO
JTHS TIOCJIE TIOCIIEIHETO IYIbCOBOTO PEXHUMa, HCIIONb3YeTCs
nepopanbHblid npuem ['KC: npeanuszonon 50 Mr/cyt nunam
¢ Maccoit Tena menee 50 kr, 60 mr/cyT — ¢ mMaccoit 50-75 kr
u 75 Mr/cyt — ¢ maccoit 6oriee 75 kr (mogpoOHee O TaKTHKE
JTAIbHEHIIIET0 CHIDKEHMS 103l IPEHN30MI0Ha cM. B. Brezina
u coaBT. [28]). Bpems Hauana ungysuu LIPA GonsroMmy ¢ JIH,
MOJTY4aoLIeMy KHCJIOPOIHYIO TEpaIuio, BEIOUpaeTCs WHANBU-
nyaibpHo. OTII/TI® sBnstoTcs 00s3aTENBHBIMUA KOMITOHEHTAMHU
nedenus npu Tsokenom J1AK, a mpeanonaraeMeiM MEXaHU3MOM
Takol mporpaMmmsl siBisiercst ynanenue AHIIA u npyrux um-
MyHHBIX peareHToB. IIpeumymectso 1@ nepen OIIII cocrout
B TOM, YTO NIPH HEM yHajsieTcs ppakuusi IMMYHOIIIOOYIHHOB,
a aTbOyMUHBI TEPSIIOTCSI MEHBIIE, COOTBETCTBEHHO, COKpAIla-
eTcs NOTPEOHOCTH B OCIEAYIOIEM BO3MEIEHUH IIa3MEHHBIX
MPOIYKTOB. B cBOIO Ouepeib, MHOTOIIGHTPOBBIC HCCIIEOBAHMS
JIOKa3aTeJIbHOTO YPOBHS HCIONB3YIOT B paboTe Pa3IMIHBIE CIIO-
co6b1 OINI1, a momy4aeMble pe3ysIbTaThl Jajiee SKCTPanoIupyoT
1 Ha MeToquKy 11D.

CornacHo pexomennanusM ASFA (American Society of
Apbheresis, 2013) OIIIT oco6eHHO MOKa3aHO B CITy4asix ObICTPO-
NPOTPECCUPYIOLIETo IoMepyJoHeppuTa (YpOBEHb JI0Ka3aTEIIb-
Hoctu 1C) u kpearnHuHemuu >500 MxM/n. Pexomenayembim
COCYIUCTBIM JTOCTYIIOM CITy’KaT MpaBasi BHYTPEHHSS SpeMHas
BEHa U IICHTPaJIbHbIH BeHO3HbIH Karetep (11,5-French), omnako
s 67% mpoueayp OnpaBaaHHBIM OCTaeTcs nepupepudecKuii
BEHO3HBIH TOCTYTI, CHIDKAIOIINI YHCIIO OCIIOKHEHHH IIpH Karte-
TEpU3aLUH [ICHTPAIbHOM BeHbI [45, 46]. O0beM OHOKpATHOMH
skc(y3un mna3mel paccuuThiBaercs 1o gopmyne A. Kaplan
(1990 r.): V ()=[0,065 x maccy tena (kr)] x [1-rematokput
(abcomnrotHbie 3HaueHust)] [47]. [TomydeHHBIH pe3yasTaT MOXEeT
OBITh OKpyIIIeH 1o Ommkaimux 500 ma. B uccnenoBanuu
PEXIVAS 2015 r. (Plasma exchange AHI[A-antibody associated
vasculitis) ucnons3yercst 7 sxcdy3uit mo 60 MI/Kr Ha MPoOTS-
skeHun 7—14 mHeil. B kadecTBe 3aMemnaroniero HHQY3HOHHOTO
oobema nipu JIAK 1Mo MOHSTHBIM MPUYKUHAM CIYXXHT HE H30-
toHn4eckuit (4,5-5%) pacTBop anbOymMHHA (CAMOCTOSITEIBHO
m6o B coueraHusix 3/4:1/4 umu 1/2:1/2 ¢ dpusuonornyeckum
PacTBOPOM/PEOTIONTUIITIOKHHOM ), 2 CBE)KE3aMOPOKESHHAS T1a3Ma
WA €€ KOMOUHAIIHS C ajbOyMHHOM.

Hanee cpa3y nocne oxonyanus ceanca OIIIl BHyTpuBeHHO
BBogutca LU®PA unu PM B ykazanHbIX no3ax. CinemoBaHue
sTama UMMyHOCynpeccuBHOU Tepanun [{MA/PM umenHo
3a OIIII BionHe 00BACHUMO TPEOOBAHUEM COXPAHUTD JIOJKHYIO
JIEICTBEHHYI0 KOHIIEHTPALMIO IIpenaparoB B Kposu. [Ipasna,
ceifuac HesICHO, B KaKoil cTerneHu cHinkaercs 3(phekTHBHOCTD
PM, BBogmmoro pexe, uem LIDA (Bcero 1 pa3 B 2—4 Hen), ecniu
B Omkaiiinue THHU moclieaytoT octapmuecs 6 ceancos OINIT
[28, 48].

Uro kacaercs [1®, To npu JJAK o 3HauntensHo 3¢ dex-
TUBHEE, €CJIH BCe 7 MPOIEeAYp MPOBOISTCS exxeqHeBHO. OTHAKO
Takast TAKTHKA MOXKET ONPENEINUTh MaJicHue YPOBHS GUOPHHO-
reHa 1 Ipyrux (HakTopoB CBEPTHIBAHUS KPOBH, ISl 4HEro HE0O-
xonuMm OoJiee TIaTeNbHbI MOHUTOPHHT M TOTOBHOCTD K paHHEH
aJIeKBaTHOI KOPpPEKIMU CABUTOB reMocTasza. Kpome Toro, mpu
[1® ynanseTcs MeHbIIee KOIMYESCTBO IUIa3Mbl (0OBIYHO MEHEe
15% ot oO0bemMa KpoBH MalMEHTa), IIOATOMY 3aMEHBI ILIa3Mbl
He TpeOyercs [28].

[epcneKTHBHBIM METOIOM CO3/IaHUSI BHY TPHAIBEBEONISIPHOTO
remoctasza npu JAK sBnsieTcst nHTpaOpOoHXHaIbHAS UHCTHII-
nsanust pekomOunantHoro VIla-daxropa (rFVIIa). L. Heslet
u coaBr. (2006 1.) y maunenToB ¢ JIAK (na done I'TIA u npyrux
3a00JIeBaHUi) TIPAKTUKOBAIN 2 PEKUMA: B TIEPBOM Yy JIHIl Oe3
HCXOJIHBIX TPOMOOTHYECKUX PACCTPOICTB OCYIIECTBISIIN
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BHyTpuBeHHYI0 nH(y3uro rFVIla u3 pacuera 50 MKr/kr, 10-
MOJTHUTENBHO 50 MKI/KT mpernapara, pacCTBOPeHHOTo B 50 M1
(hU3MOIOTHUECKOTO pacTBOPa, B PAaBHOM KOJIMYECTBE paclipe-
JIEJISUTA MEX]y MPaBbIM U JICBBIM TNIaBHBIMH OpOHXaMH, J0-
CTaBJIsIsl B IIPaBbId BEPXHEI0JIEBOH, NPaBbId CPEIHEI0IEBOM
Y TPaBBIA HUKHEIOJIEBOM, a TaKKe JIEBBII BEpXHEI0IEeBOMN
U JICBBII HIDKHEIIOJICBOM OPOHXH; BO BTOPOM HCIIOJIb30BAJIACh
TOJIbKO MHTPaOpOHXHAIbHASI HHCTHIUISIMSA 0€3 CHCTEMHOTO
JortonHeHus. BeimonHenHas 2—-3 pasa npouenypa ¢ pazHuLei
24-36 4 ompexensiia IpeKpaIIeHne BBIAEICHUS KPOBU H POCT
€MKOCTH OKCUTeHaluu. [IpudemM «OTIMYHBII» OTBET, OIlpene-
JII€MBIM KaK MOJIHBIM M yCTONYMBBINA T€éMOCTa3 IOCIE OJHOIO
neuenus rFVIla, monyuen B 1/2 cinyuaes [49]. [TogoOHas Tak-
THKa BHYTpUOpoHXxHanbHOU noctaBku rFVIla ucnonssyercs

U B nequarpuieckoit mpakruke [50]. Kpome Toro, y B3pocibix
JIOITyCTUMO HHTassinoHHoe BBeneHue rF VIla B moze 50 Mkr/kr
qyepe3 CTPYIHBIN pacnbsunTeNb (HeOynaizep).
Iemocraruueckas Tepamnus BKJIIOYAET €lle W TPaJHIH-
OHHYIO TPYNIy aHTU(QHUOPHUHOTUTUIECKUX CPEICTB — J0-
CTyHHBIE IpenapaTsl — CHHTETHYECKUE aHAJIOTH JIM3HHA,
MEXaHU3M JEHCTBUS KOTOPBIX COCTOUT B KOHKYPEHIMHU ¢ (u-
OpMHOM 32 JIM3MHCBS3BIBAIOIINI yYaCTOK B IUIa3MUHOTE€HE. DTO
g-aMHUHOKanpoHoBast kucioTa (S. Okamoto u coasr., 1953 1)
U CaMOCTOSITETIFHOE IUKJINIECKOE COSTUHEHNE — aMHHOMETHII-
LUKJIOTeKCaH-KapOOHOBas KUCIIOTa, KPOBOOCTaHABIMBAIOIUM
CBOMCTBOM KOTOPOIrO 00JalaeT TOJIBKO €ro TPaHC-U30Mep —
TpanekcamoBas kucnoTa [51, 52]. [locnenuss 3HAUUTENHHO
CHUJbHEE B3aUMOJEHCTBYET C MOJIEKYJIOH MiIa3MUHOTEHA

TabAnua 2. BapuaHTbl ycnewHoro Aevenuns covetrannin TIAA-AAK npu ITIA*

Ilocnenosa-
Mo, TeJbHOCTh
BO3pAacT, pa3sBuTHS, I'KC Iurocra- AKT onm/mne Kaga- Jpyrue Ccbliika
THKH puabTp
Jer ¢opma
covyeTaHus
Myxuunbel,  TOJIA— [epopamsro  LIDA HcxomHo 3HOKCa- 5 mpouenyp Ja IlepenuBanne [34]
31 JAK, 1-a 40 mr/cyT 100 mr napuH, 80 mr/cyr  OIIIT ¢ 3kc- 3 en. KpoBU
(1 Mr/kr c yaetom  ¢y3ueii 4 1,
MOYEYHOU HEI0- unpy3ueit
CTaTOYHOCTH), 2.514,5%
BapdapuH (1e- anpOyMHHa
JIeBOE MEXIyHa- u 1,51 C3I1
pPOAHOE HOP-
MaJlM30BaHHOE
oTHomeHue 2-3);
ormena AKT npu
pazsutuu JJAK
Myxunnbl,  TOJIA- MIT 3000 mr  LIDA 3a mecs 10 npoute- Ja 1. T/C no [5]
42 JAK, 1-s 3a 3 nHsA, 3a- 2 MI/KT 1o JIAK, nocie nyp 11D 160/800 mr
TeM 1 Mr/kr B CYTKH I1e-  KOHCTaTaIllH (e’>keTHEBHO 3 paza B He-
B CYTKH popajibHO peuuarBa 7 nuei, 3a- neno. 2. OM
CBT, nonyuan TeM 3 pasa
TelapyH, 3aTeM 3a 1mocie-
aIleHOKyMapoJl JYIOILYIO
HEJIeNI0
Myxuunbr, TOJIA— MII 3000 mr  HcxomHo HMI' 5 mpouenyp Ha PM 1 r Buy- [14]
61 JAK, 1-a T10JTy4an OIIIT TPUBEHHBIH
A3A HMMYHOTJIO-
OynmuH, AMT
XKenmmuel, B oaun MII 1000 mr  Her Her 5 mpouenyp Ha MoOM [14]
48 TICHb, 2-5 OIlIT 1000 mr
2 pa3a B eHb
XKenmuusl, B oaun MII 3000 mr  LIDPA 800 Hor Her Her AMT [14]
19 JIeHb, 2-5 MI
Myxuunsl, JAK- MII 3000 mr  LIDA 500 Hor Her Ha Her [14]
45 TOJIA, 3-1 MI
Kenmmnel, JJAK-CBT, Ilpeanuso- Her M®dM [35]
14 3-5 J0H 1 Mr/kr (250 mr 2
B CYTKH pasa B JIeHb)
CBT-JJAK, MII30mr/kr Bmyrpn- OHOKcanapuH 1o IlepenuBanue
1-5 B CYTKH BEHHBII noakoxHo 30 Mr kposu, MOM
DA 2 pa3a B JIHb,
(500 mr/M?)  Bapdapun

C OTMEHOH 000uX
MOCJIC Pa3BUTHUS
JTAK

*PecripatopHasl Tepanus IpoBoiack BceM nanuentaM; MOM — muxodenonara mogperm, C3I1 — cBexesaMopokeHHas ILI1a3Ma,
OM - spurpormrapHas Macca, A3A — azatnonpuH, AMT — antumukpoOHas tepanus, AKT — antukoarynsaTHas Tepamus, T/C — pu-
MeTornpum/cyabpamerokcozon, HMI' — HU3KOMOJIEKYIISIPHBIH TemapuH.
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u cuurtaerca B 6—10 pa3 Gonee 3pPpeKTUBHBIM CPEICTBOM,
qeM €-aMHHOKampoHoBas kuciota [53, 54]. B paznmaasix
CHUTYAIUSIX JIETOYHOTO KPOBOTEUEHHS IPEJIOKEHO 2 BapHaHTa
ucnons3osanus TK: 6omoc 500 Mr/5 Mt uepes pabounii kaHail
OpOHXOCKOIIA WJIM aHAJIOTUYHAS CyMMapHasi 1032 a3p030JIbHOM
JIOCTaBKH 3a 3—4 CyTOYHBIE MHTAISIINH [55].

Komnencanus JIH npu TAK nmpoBoauTcst mo U3BECTHBIM
npasuiiaM (MPOTHBOIOKA3aHM, TEXHUYECKHUE BO3ZMOXKHOCTH)
C UCTIOJIb30BaHUEM MEXaHMYECKOH, HEMHBAa3UBHON BEHTUIIALIUI
JIETKUX WJIM 9KCTPAKOPIIOPATBHONH MEMOPaHHOI OKCHTEHEeLHH.
IMokasaHo, uto Tonbko 14% GonbHBIX ¢ akTUBHBIM [ TIA, HyX-
JIAIOMINXCS B PECIIMPATOPHON OJIEPKKE, TOTPeOoBaIach OpTo-
TpaxeaybHasi HHTYOAIHs, TOTIA KaK OOJIBIIMHCTBO (TIPHMEPHO
40%) ycmemHo KOMIIEHCHPOBAHBI C IOMOIIBI0 HEMHBa3HBHON
METOIUKH [56].

CymectBeHHbIM 3BeHOM JieueHust JJAK B cirydae nmoyeynoit
HenocTarouHocTH 1pu ['TIA siBisieTcst mpeooIeHre CHHIpoMa
THIEPTUAPATALIH CO CBOEBPEMEHHBIM BKIIOYEHHEM TeMO/Ha-
m3a. Kpome Toro, 00s3aTenbHBIM IONOIHEHUEM arpecCUBHON
UMMYHOCYyNpeccuBHOH neueOHOU nporpammsl I'TIA ciyxut
npeaynpexacHue Pneumocystis jiroveci-uHGEKIUA TpUMe-
TonpuMom/cynbdamerokcazonom 160/800 mr 2 pasza B neHb
[42, 57], a npu ero HEMEPEHOCUMOCTH — NEHTAMUUHOM WIN
kiuHAaMuIHOM [58]. IloMHMO HenomymieHus MiecHeBOi
rpuOKOBOI HH(EKIIMU OTIPaBAaHa U MPO(UIAKTHKA IPOAIKEBOI
pecnupaTtopHOi U cucTeMHOM matonoruu [33].

TakTuyeckre IpueMbl, UCIIOJIb3yEeMbIE B CUTYallUsIX yCIIEIl-
HOTO JIe4eHUH codeTaHHoro npucyrctBus TOJIA u Tsokenoro
JAK npu I'TIA, 06061eHsb! B Tadu. 2. B ciyyasx 1-ii Gopmbl
1o100HOH KOMOMHALIH HCTIONIB30BATNCh UMMYHOCYTIPECCUBHASI
tepanus (nurocraruky, ' KC, Mukodenonara MmopeTui), nocra-
HOBKa (pruibTpa B HIKHIOIO MOJYIO BEHY, a MOCTE TOSIBICHUS
JAK, c oTMEHOI1 aHTHKOATYJITHTOB, BCEM OOJIbHBIM BBITIOJIHSIIN
OIIIT wu [1D.

Heo6xomumo 106aBUTh, YTO B TaKMX CIy4asx MpHU MpOBe-
nenun OTIIIT mo mooay JJAK ciemyer oOpaiiaTh BHUMaHHE
Ha (aKTop CO3AaHUS AaHTHKOATYIISINHN, TpeOyeMOi IS ycIiel-
HOCTH caMoi poueypsl adepesa. K nprmepy, koraa 3aaeicTBy-
ercst MeMOpanHas texHonorust OINI, cTangapTHBIN TPOTOKOI
BKJIIOYaeT HaYaJIbHYyI0 Harpy3ounyto 103y 1000 Ex Hedpakimo-
HupoBaHHoro renapuna (HOI') ¢ nocnenyromieii ero nudysueit
B X07ie Bcel nmpouenypsl co ckopocthio 500 Ex/u. U xot4 ob1ee
yucio remopparuueckux ocioxkHenuid OIII cocrasnser Bcero
0,1-0,26% [46, 59], Takoii pexxum nipu J{AK noBeiaer remop-
paruveckuii puck, TpeOysi COOTBETCTBYIOIICH KOPPEKTHPOBKU
B MH/IMBUAYAJILHOM TIOPSJIKE B IPOLIECCE KAKAOH KOHKPETHOM
npouenypsl (c ompcaHueM Bapuauuii HHQY3UH TernapuHa Ipu
BBICOKOM PHCKE KPOBOTEUECHUI MOXXKHO MO3HAKOMHTHCS B pa-
6ore B. Puppe u coast. [60]). B aroii cBs3u neHTpudyxHas
texnonorus OINI1, npeanonararomas co3iaHue aHTHKOAryJIsLHN
HMEHHO B 3KCTPAKOPIOPAJIbHOM KOHTYpE C IMOMOIIBI0 MeXa-
HU3Ma «IUTPATHOW TUIOKAIBIIMEMUN» U JIeTde KOMICHCHPY-
€MOi1 lajiee B COCYANCTOM pycile CBOEBPEMEHHBIM BBEACHHEM
[JIIOKOHATA/XJIOpUAa KaJlbLus, SBISETCS, IO-BUIUMOMY, MIPH
JAK Oonee 6e30nmacHbIM METOAMYECKUM BbIOOpOM [61].

Bo 2-m BapuanTe couetanus (TOJIA u JJAK pa3BuBanuch
B OIUH JICHb) €ANHOH, KpOME KOPPEKLUH T'MIOKCEMHH, Obl1a
TOJIBKO IIpakTHKa mynabc-Tepanuu MII. HaoGoport, eueHue
TDJIA B OJHOM M3 MPUMEPOB OCHOBBHIBAJIOCH HA MOCTAaHOBKE
kaBa-(QUIbTpa, a B Apyrom — npueme HOI'; B 3TOM ke Kiu-
HHUYECKOM OIIMCAaHHUH OOIIOJIHCHHEM MII siBstacs YK€ HE MH-
kodeHonara ModeTus1, Kak B nepsoM HaOmonenuu, a LIDA.
Eme onuH KIMHUYECKHUH IPUMeEp 2-TO BapuaHTa COYECTaHUS
TOJIA-JJAK B nuTeparypHOM HCTOYHUKE HE KOHKPETH3NPOBAH
OKOHYAaTECJIbHO I10 TUITY BaCKYJIUTa U IIO3TOMY HaMU HE BKJIFOUCH
B 00mwmii cincok Tada. 2: J. Rayment u coasr. (2017 r.) onu-
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cayy 2,5-JIeTHIO0 IeBOUKY ¢ cuHApoMoM [layHa (Tpucomust 21)
U KOPPEKTUPOBAHHBIM TIOPOKOM Cep/ua. 3/1ech, IpU HATU4YUU
M30JIIPOBAHHOTO JISTOYHOTO KAIMILISPHTA, YCIICITHBIN pe3yibTar
JIOCTUTHYT OHUM TosIbKO couetanueM ['KC (MIT 30 mr/kr 4 cyT,
Janee npenHu3oH 2 Mr/kr B ¢yT) 1 PM (500 mr/m?) [62].

B 3-M BapuanTe coueranus, ¢ nocienoBareabHoCcThi0 JJAK—
TOJIA, TepaneBTudeckasi mporpaMmma TakKe pa3jindHa: OT CO-
BMecTHOTO Hcnonb3oBanus MII, [IOA, HOT u kaBa-¢puibsrpa
y B3pOCJOro GOJIBHOIO A0 OJHOIO JIMIIb COUETAHUS MPEIHU-
30JI0Ha ¢ MUKO(eHOIaTa MO(GETUIIOM, TPECIIEIOBABIIETO LETh
n3oexarh [{PA-accorMupoBaHHOTO HapyIIeHUS (ePTUIBHOCTH
Y NAIUEHTKU-TIOAPOCTKA.

YacTbIM JIe4eOHBIM MTPABUIIOM B IPECTABICHHBIX IIPUMEpax
OBLIO UCTIONTb30BAHME MPENapaToB KPoBH (y 4 n3 7 OONBHBIX) ¥ aH-
TUMHKPOOHBIX CPEICTB UIst NPODHIAKTHKH P, jiroveci-nHdpexyn
(3 cnyuas). B To e Bpemst reMocTaTHyecKasi Tepamnus npumMe-
HsTach TOJNBKO y 1 GonpHOrO (Myxuuna 31 roga ¢ 1-i popmoit
coueranus), y koroporo JJAK paccmarpuBanoch Kak pe3yibrar
MIPEALIeCTBYIOIET0 prueMa BapdaprHa: 34ech KOMIIEHCALUS
OCYILIECTBIISIOCH BBEJCHUEM KOHIIEHTpara MIPpOTPOMOMHOBOIO
komriekca (Octaplex 2 en., 1000 ME) u Buramuna K (5 mr).

3akAl0ueHue

TOJIA/CBT n JAK, sBasisich HOTEHIIMAIBHO (aTalbHBIMU
IPOU3BOHBIMY, B IepBYI0 ouepenb, [ TIA (pexe — CKB, AOC
u cuanpoma ['yamacuepa), onpezieieHbl CHCTEMHOM THIIepKOoary-
JSIIMe, ocablieHneM JIOKaJIbHOTO albBEOJIIPHOTO TeMOCTasa,
aJIbBEOJISIPHBIM KallJIIIPUTOM, CHIDKEHHEM CHCTEMHOTO (hHOpH-
HOJIUTUYECKOTO NOTeHIaNa. [lepeuncnennble NaToI0ruuecKue
peakuun — pe3ynbraTr u30biTka AHLIA, BEICOKOI akTHBHOCTH
HEUTPOPUIHHOTO 3BEHA BOCIAJCHHUS U JICHKOIMTOKIIA3KCA.
COBMCCTHOG MpUCYTCTBUEC JaHHBIX OCJIOKHEHUH CHUCTEMHOIO
BaCKy/IMTa B 3aBUCUMOCTHU OT XPOHOJIOTMU COOBITUH IOITyCKaeT
3 KIIMHUYECKUX BapHaHTa COYETaHWA: OTCpoueHHBIH oT TOJIA
ne6rot JJAK, coBmecTHOE (quarHoctupyemoe B mpenenax 24
v) paszsutue TOJIA u JJAK u onepexaromee TOJIA Hauano
JAK. Ilogobnas komOuHanus cBoiicTBeHHa Tshxenomy JIAK
C IPEUMYIIIECTBEHHOW BCTPEYaeMOCThIO 1-if popMbl coueTanust
ocnoxuenuit ['TIA. IIpu 3tom 1 u 3-ii BapuaHThl KOMOUHALIUK
JIMarHOCTUYECKH OTHOCUTEIBHO HECIIOXKHBI U BKIIOUAIOT HAJIO-
JKCHUE HOBBIX CUMITOMOB (KIMHUYECKUX, MTaPAKINHUYECKHX)
Ha CHMITOMATHKY YK€ MPUCYTCTBYIOILIEr0 WM pa3perlaromnie-
rocsi IEPBUYHOTO Tpoliecca (TpoMO0IMOOIIHH UITH aTbBEOIISIP-
Horo kpoBotedeHus). Haob6opot, coBmecTHoe pasBurue TOJIA
u JJAK, koTopoe, BeposTHO, CBOICTBEHHO HauboJIee aKTUBHOMY
(arpeccuBHOMY) Bapuanty teuenus ['TIA, xapakrepusyercs
npeo0biialaHieM MPU3HAKOB abBEOJISIPHONM remopparuu. Pa-
LUOHAJIbHOHN TakTHKOH JiedeHusl 1-ro BapuaHTa COYETaHUS
TOJIA-/IAK sBnstiuch KOMIUIEKCHAst IMMYHOCYIIPECCHBHAS Te-
parus, ICIOJIb30BaHUE aHTUKOATYJISTHTOB, TIOCTaHOBKA (QUIIBTPA
B HIKHIOIO NIOJTYIO0 BEHY, a nocie nosiinenus JJAK — koppexius
TUIIOKCEMUH, YCUIEHUE UMMYHOCYNIPECCUBHON IPOrpaMMBl,
OTMEHA aHTHKOATYJISIHTOB, IIEPEMBaHUE KPOBU U TIPOBENICHUE
OIIIT nnu I1®D. IMpu cormectHoM passutun TIAJIA u JJAK (2-it
BapuaHT) 3 (PEKTUBHBIMU OKa3aJHCh KOPPEKIHS THIOKCEMHUH
1 MIMMYHOCYIIPECCHBHAs! T€PAIUsl ¢ BO3MOXKHOCTBIO JIOIIOTHEHUS
ux Heckonbkumu Kypcamu OIIII u B ganmpHeHeM mocTaHOBKOH
kaBa-puibrpa. J[ist 3-ro BapuaHTa KOMOMHAIIMM COXPAHSETCS
npaBuio 3G (HEeKTUBHON UMMYHOCYNIPECCHH, NEePEIUBaHUS
kpoBy, 1edenus IH u nocnenyromeit TOJIA (aHTUKOATYIISHTHL,
KaBa-QWIbTp). KoMIekcHas MMMYHOCYIPECCUBHAsT TaKTHKA
y OOJIBHBIX BCEX TPYII MpeanojaraeT npoQuiIakTuKy rpud-
KOBOH JIETOYHOH MH(eKIUHU (B MEPBYIO O4epe/b aCCOLUUPO-
BaHHOM ¢ P, jiroveci).

ABTOpBI 3asIBJISIIOT 00 OTCYTCTBHH KOH()IUKTA HHTEPECOB
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Cnmcok cokpaieHmi

AHLIA — aHTHHEHTPOPUITBHBIC UTOIIIA3MATHYESCKIE aHTUTEa
ADC — antrdochoNHITHIHBI CHHIPOM

BAJIX — 6poHxoanbBeossipHas 1aBakHast )KUAKOCTh
T'KC — nItoKoKOpTUKOCTEPOU B

T'TIA — rpanynemaro3 ¢ MoJIMaHTMUTOM

JAK — nuddysHoe anbpBeosIpHOE KPOBOTEUCHHE
JIH — npixarenbHas HETOCTAaTOYHOCTh

KT — xommbrotepHast ToMorpadust

JIA — nerounas aprepus

MII — MeTUITIPEHN30I0H

MIIO — Muenonepokcuaasa

H®TI" — HedpakMOHUPOBAHHBIN TenapuH
OIIIT — oOMeHHOE IepenuBaHue TIa3Mbl
I1P3 — nmporennasa 3

[® — nnasmadepes

PM — putykcumad

CBT — crioHTaHHBIE BEHO3HBIC TPOMOO3bI
CKB — cuctemHast KpacHasi BOITYaHKa

TOJIA — TpoM603MOOIHIS JIETOYHOIT apTepHu
L®A — nukmodochamun

TFPI — uHrHOHUTOp IyTH TKaHEBOTO (haKTOpa
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