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JlerouHast apTepualibHasi TUTIEPTEH3MSI, ac-
COLIMMPOBAaHHAs C CUCTEMHBIMU 3a00JI€BAaHUSIMU
coenuHutenbHoit Tkauu (JIAI-CT3CT), — cuH-
JIPOM, TIATOTEHETUYECKU CXOIHBIN C UAMOTIATH-
yeckoii JIAT, pa3BuBalolmiicss Kak KJIMHUYECKOE
nposienenne CT3CT. JIAI-CT3CT Bxomur
B rpynmny | Mo coBpeMeHHOI Kiaccudukaimm
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sierouHoii runepteHsuu (JIT) u, mo naHHbIM pa3-
JIMYHBIX PETUCTPOB, HAXOAUTCSI HA IEPBOM MECTE
10 YaCTOTE CPeIU BCEX aCCOLIMMPOBAHHBIX (HOpM
JIAT [1, 2]. PacnpocrpaneHHocts JIAIT mpu
CT3CT Bapbupyet ot 2,8 mo 32%, MOCKOJIBbKY
B OoJsiee paHHUX UCCIIEIOBAHUSIX KPUTEPUEM OT-
6opa CITyKIIJI0 HATMYKe MTOBBIIIIEHHOTO CUCTOJHU -
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YecKoro naBiieHMs1 B ierouHoi aprepun (CJJIA) mpu sxokap-
nuorpadun (BxoKI'), 4To CyIIeCTBEHHO 3aBBHIIIANO TMOKa3a-
TeJTb 3a CUET JIOXKHOTMOJOXUTEIbHBIX pe3yabTaToB. Hambomee
yacto JIAI' pa3BuBaeTcs y MallMeHTOB C CHCTEMHON CKJIEpO-
nepmueii (CCI). B 6osee peakux ciryyasix oHa BO3HUKAET MpU
cucteMHol KpacHoi BomuaHke (CKB) u cmemanHoMm 3a06o0J1e-
BaHuu coenuHuTenbHoi TKaHu (C3CT). Kasyucruyecku pen-
ko JIAT Bctpeuaetcst mpu cuHapoMme LllerpeHa, peBMaTouIHOM
apTtpuTe, aepmaro/moaumuosute [3]. 3HauumocTh JIAT-
CT3CT noarBepxIaeTcsl BKIIOYEHUEM €€ B KPUTEpUU JUarHo-
ctuku cucremHoit ckiepoaepmun u C3CT [4, 5]. OcobeHHO-
ctsamu JIAT-CT3CT, B wactHoctu npu CCJI, cuuTarorcs Top-
MUIHOE K Teparuy Te4eHe U HeOJaronpusTHBIA IMTPOTHO3 Jia-
Ke Ha (hoHe aKTUBHOTO JiedyeHMs. [1o maHHBIM (GpaHIly3CKOTO
HaIlMOHAJIBHOTO PErucTpa, B coBpeMeHHYI0 3py JIAT-cremnu-
(UUYeCKOil TepalmMu OIHO-, ABYX- M TPEXJICTHSISI BBDKUBac-
MOCTb C MOMEHTa MOCTaHOBKM AuarHo3a coctasiser 90; 78
n 56% cootBercTBeHHO [6]. IlepeuncieHHbIe (aKThl CBHIE-
TEJIbCTBYIOT O BaXKHOCTU TPOOJIEMbl M HEOOXOIUMOCTU TIPH-
BJIEYEHUS ILIMPOKOTO KPyra MHTEPHUCTOB, OCOOEHHO pEeBMAaTO-
JIOTOB, IIJISl pELIEHUS 3a1a4y 110 YAYYIIeHUIO TTPOTHO3a Y 3TOM
TpyMIbl TAalUEeHTOB.

CuctemHan cknepopepmus

CCJl — oTHOCUTENBHO peaKoe 3abojeBaHUE HEM3BECT-
HOU ATHOJIOTUU C BOBJIEYEHMEM B TATOJOTUYECKUI TPOIIeCC
KOXU, a TakKKe BHYTPEHHUX OPTaHOB, YTO B KOHEYHOM cUeTe
orpenessieT TeueHrne 6oe3Hu u ee mporuo3. CCJ MOXHO OT-
HECTH K IPYIIITe TTIOUCTUHE «CUPOTCKUX» OOJIe3HEN, TTOCKOJIBKY
JI0 HACTOSIIIIETO BPEMEHU He OBbIJIO YCTICIITHBIX TTOTTBITOK CO3/Ia-
HUST JIEKapCTBEHHBIX TPETapaToB IS ee JICYSHMSI.

[lo maHHBIM MHOTOLIEHTPOBOIO MCCIENOBaHUsI, MPOBE-
neHHoro Bo @paniu u Mtamuu ¢ yaactuem 6ogee 1100 6osib-
Hbix CCJII 13 11 1eHTpOB, pacnpoCTpaHEHHOCTh ITPeKaIUUIsSIp-
Hoii JIT cocraBuna 5%, u3 Hux 4% npuxoaurtcs Ha JIAL Merta-
aHanu3 4 uccienoBanuii ¢ yaactuem 3818 maumeHToB ¢ CCJI
oOHapyxw1 Hanrure npekanuuistpHoi JII'y 9% us uux [7, 8].
B panee omy6mmkoBaHHBIX pabdotax uyactoTta JII' mpu CCJ]
BapbUpyeT OT 9 10 65%, 4TO OBLIO O0OYCIOBICHO Pa3HBIMU Me-
TOIUIECKUMU TIOAXOAaMU K TUATHOCTHKE ITOTO TIPOSIBICHMUSI.
BHenpenue karetepusaiiuy MpaBbIX OTIEIOB cepiiia Kak py-
TUHHOTO MeTojaa obciienoBaHust 60JibHbIX CCJI cyliecTBeHHO
CHU3WJIO YacToTy oOHapyxxeHus JIT.

IIaTorenes. /1o HacTOSI11IET0 BPEMEHHU TOYHO HE YCTAHOB-
JIEHBI MTPOLIECCHI, UTPAIOLIME TYCKOBYIO POJIb B Pa3BUTUHU MATO-
JIOTUYECKUX M3MEHEHUI B JIerouHbIX cocynax Kak rpu CCJI,
tak u npu JIAIL. CoBpemeHHble Teopuu natoreHesa JIAI, oo1e-
TO JUISI BCEX €€ BApUAHTOB, OJIM3KU K TEOPUU PA3BUTHUSI COCYAU-
cteix niposieiennii CCJ] 1 OCHOBBIBAIOTCSI B TIEPBYIO OYEpeb
Ha SHIOTENINATLHOM TOBPEXXAECHUN U HAPYIIEHUN PETYISIun
MeXKJIeTOUHbIX B3auMmoneiictsuit [9]. JIAT-CCJI pa3BuBaetcst
B pe3yJibTaTe TMPOTrPeCCUPYIONIETO PEMOIETUPOBAHUSI JIETOU-
HBIX COCYIOB MEJIKOTO W CpeTHero Kainopa. XOoTs MeXaHU3MbI
pa3BUTHsI OOJIE3HU OCTAIOTCST HESICHBIMU, CIYUTAETCS, YTO B UX
OCHOBE JIeXXaT BOCIAJIEHNE W SHIOTEINATbHOE TTOBPEXkKICHNE.
CnBUI, KOTOPBIA, MO-BUAMMOMY, OOYCJIOBJIEH BOCHAJIEHUEM,
MPUBOAUT K HAPYLLIEHUIO PABHOBECHS MEX1y Ba30aKTUBHBIMU
U CMIOCOOCTBYIOIIMMU MPorepaTuBHBIM U3MEHEHUSIM MEAU-
aTopaMu (TaKUMU KaK TpPOMOOKCaH A2 1 SHIOTENNH 1) 1 aHTU-
nponvdepaTUBHBIMU Ba3oAWIaTaTOpaMu (HampuMep, OKUCH-
JIOM a30Ta U MPOCTAIIUKINHOM), JTJOKAIU3YIOIIUMUCS B TIpelie-
JIax 2HAOTENUS. DHOOTEeNUanbHast AUCHYHKUIUS TIPUBOIUAT
K OBICTPOMY CY>KEHUIO JIETOYHBIX apTEPUOJT U KIIETOYHOM IPo-

Judepalnu, YTO MOXET YCWIMBATHCSI BCJICACTBUE TTOBBIIIIECH-
HOTO YPOBHSI CEpOTOHUHA, CUHTE3UPYEeMOT'0 aKTUBMPOBAHHBI-
MM TpoMOoLMTaMU. B TO XXe BpeMs MOBBIIIACTCS CUMITaTAYE-
cKasl CTUMYJISIIINSL, TIPOTPECCUPYIOT TUTIOKCEMUS U periepdy-
3MOHHOE TTOBPEXIeHNE SHIOTEINS, YTO TPUBOIUT K TOTIOJTHU-
TEJIbHOU BBIPAOOTKE IIMTOKMHOB, CITOCOOCTBYSI PEMOJIEIMPOBA-
HUIO COCYIMCTON CTeHKHU, ee (puOpo3y U JTOKATbHOMY MUKPO-
Tpom003y. B huHase onucaHHble U3MEHEHUs IPUBOJISIT K ITPO-
IrPeCcCUPYIONIEMY YBEJIMUEHUIO JIETOYHOTO COCYIMCTOrO COMpO-
TUBJICHUSI, TTOBBIILIEHUIO TaBJICHUSI B MAJIOM KpYre U Teperpys3-
Ke TIpaBbIX OTAeN0B cepana. KommneHcalmoHHbIe MeXaHU3MbI
MPaBoOro XeJyaoykKa MepBOHAYAIbHO COXPAHSIOT CHUCTOJIMYE-
CKyI0 (OYHKIINIO, MOIEPKUBasi CepIeYHbI BBIOPOC, HO, TTO-
CKOJIBKY TIpee/Ibl KOMITEHCAIIK TIPEBBIIICHBI, CepaecYHasT He-
JIOCTATOYHOCTD IIPOTPECCUPYET Y TIPUBOIUT K CMEPTH.

[ToMrmo moOpaxeHUsT JETOYHOTO COCYAMCTOTO pycha,
CXOITHBIE TTATOTEHEeTUIEeCKIE U3MEHEHUSI TIPOUCXOIST MPU IPY-
rux cocyauctbix nposieieHusx CCI — cunapome PeiiHo
U CKJIEPOAEPMUUYECKOM MoyeyHOM Kpuze (puc. 1). OOIIHOCTh
rnaroreHesa noapasyMeBaeT He TOJIbKO MePBUYHbBIN CUCTEMHBII
xapakTep cocyauctoro nospexiaeHus npu CCI, HO U cxo-
JKECTh TepareBTUUYECKUX TMOAXOAO0B, YTO B HACTOSIIEE BpeMs
C YCIIEXOM UCIIOJIb3YETCS B MOBCENHEBHOM KIMHUYECKOU Mpa-
KTHUKE.

Knunanueckne mnpossaennsa. JIAI, accommmpoBaHHas
¢ CCJI, mmpoKo M3BeCTHA KaK TPO3HOE TIPOSBIEHUE 3TOTO 3a-
00JIeBaHMS, TP KOTOPOM OBICTPOE TIPOrPeCCUPOBAHNE TIPUBO-
IIAT K KpaiiHe HeyTeluTebHbIM ucxonam. Pazsutue JIAT npu
aumMuTupoBaHHOM BapuaHTe CCJI yacto 0OyC/IOBJIEHO JIerou-
HBIMU COCYIUCTBIMU HAPYIIEHUSIMU, B TO BpeMsl Kak Mpu qud-
¢y3Hoit CCJI] MOXET OTMeUaTbCsl COUeTaHue C JISTOUHbIM WH-
TepcTULIMaIbHBIM (propo3oM. [Tomumo atoro mpu CCJI BbisIB-
JISIIOTCSL M APYTHUE COCTOSIHMSI, CocoOCTBYO1IMEe pa3BuTuio JIT
U TpeOyrolIre TiaTeJbHoi quddepeHIMaTbHOM JMarHOCTUKH.

Teuenue JIAT nipu CCJI B 00LIMX MPOSIBIIEHUSIX CXOIHO
C ee MAMONaTUIECKUM (MepBUYHBIM) BapraHTOM. PeTpocrek-
TuBHBIN aHanu3 ciydaeB CCJ ¢ JIAT nmokasan Hanmuuyue Iiv-
TeJIBHOTO (IO 5 JIeT) 6eCCMMIITOMHOIO Tepruoia, O KOTOPOM
MOXHO OBbUIO CYIWThH JIUIIb TI0 3JIeKTpOKapArorpapuiecKkum
(DKT) usmeHeHusIM (ITPU3HAKU TIEPETPY3KU MPABBIX OTHEIOB
cepiia) U Mo PEeHTIeHOJIOTMYECKUM IpU3HaKaM (BbIOyXxaHUe
BTOPOI JyTH TIO JIeBOMY KOHTYpY cepaua). [lepruon kiamHude-
CKUX TIPOSIBIICHUIA MPOTeKaJl OYPHO M CTPEMUTEILHO, C XapaK-
TEPHBIMU JUISI ITOTO CTpaJaHusl CUMIITOMaMU, OCHOBHOUM U3
KOTOpPBIX — ofibIlKa. Heo0xonnumMo OTMETUTh peikoe pa3BUTHE
KpOBOXapKaHbsl U CUHKOIAJbHbBIX 3ITU30/0B.

Cranusi mporpeccupoBaHus XapaKTepu3yeTcst (hopMUpo-
BaHUEM B TIEPBYIO OYepe/b TSIKEIOW JbIXaTeIbHOM HemxocTa-
TOYHOCTH C JICTOYHBIMU TUIEPTOHUYECKUMU KpU3aMU, Jie-
TaJIbHBIIA MCXOI HACTYIIAET B CPeIHEM Yepe3 36 MeC OT MOMEH-
Ta TIePBOTo MpU3HaKa 3a00JIeBaHUST — MOSIBJICHUS OIBIIIKA —
U 4Yallle BCETo SIBIISIICS CIIEACTBUEM TSIKEJIOTO JIETOYHOTO TH-
MePTOHNYECKOTO KPHU3a C MIPOrPeCcCUPOBAHNEM CUCTEMHOIM TH-
noTeH3un. [Ipu3HaKU TSIKETO MTPaBOXKeTyT0YKOBOI HeI0CTa-
TOYHOCTH BCTPEUAIMCHh MEHEee YeM B IMOJIOBUHE CITydacs.

CCJl, ocobeHHO ee JTUMUTUPOBAHHBINM BapuaHT (paHee
obosHavaBiuuiicst Kak CREST-cuHapom), yaiiie Bcero cBs3aHa
¢ pasButuem JIAIL. B nocieaHue roapl, Mo JaHHBIM PerMcTpOB
o6osbHBIX CCJl 1 COOCTBEHHOMY OIIBITY, OTMEUAETCSI Pa3BUTHE
JIAT y martmenToB ¢ CCJI 6e3 SIBHBIX KOXHBIX MI3BMEHEHMUI (Tak
HasbiBaeMasi BucirepainbHasg CCJI), 4To nemaeT AMarHOCTUKY
3TOTO COCTOSTHMSI BeChbMa 3aTpyIHUTENbHOI. HoBBIC Kimaccu-
¢ukauronHeie Kputepun CCJI TO3BOJISIIOT yCTaHABIUBATh 10-
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Pue. 1. Backynonartus — 0CHOBHOW natoreHeTu4eckuii peHomed CCJ1

CTOBEPHBII AMAarHO3 Ha JIIOOBIX CTanusX 3a00JeBaHUS U TIPU
OTCYTCTBUU YIUIOTHEHUST Koxu [4]. BriepBbie B nuarHoctuye-
ckue kpurepuu CCJI Kak 0JHO 13 BUCLIEPATbHBIX TTPOSIBICHUI
BkitoueHa JIAT (ta6:1. 1). TTockonbKy okosio 15% maineHToB
¢ JIAT-CC/J umeroT BucuepaibHyro ¢dopMy 3abojeBaHus,
1o BHenpeHust kputepueB 2013 . 1uarHo3 OCHOBHOTO 3a00s1e-
BaHUS y HUX ObLT HEJIOCTOBEPHBIM WJIM BOOOIIE HE CTaBUJICS.
DT0 00BsSICHSIET TTO3HIOW AuarHoctuky kKak JIAT, Tak u CC/I.
Ocob6enHoe 3HayeHue g auardHoctuku JIAI u CCJI umeer
HaJlMuKe TeJIeaHTMIKTA3U, SBISIOINUXCS KITMHUYECKUM MpU-
3HaKoM, accoumupoBaHHbIM ¢ JIAT-CCI.

IToMumo 31oro 6osbinoe 3HayeHue B auarHoctuke CCJI
MMEIOT UMMYHOJIOTMYECKNE HapylieHus. BriepBrbie BbimeneHa
Ipynma «CKJIePONEPMUUECKUX» AyTOAHTUTEIN, SIBISIOLINXCS
BBICOKOCTIETTU(DUYHBIMU B TUIaHe MuddepeHITnalIbHON Tuar-
Hoctuku JIAT [4]. B cBsI3u ¢ 3TUM B AMAarHOCTUUYECKUI ajiro-
Ta6nuua 1 KnaccugnkaynoHHble Kputepuu
CCL ACR/EULAR (2013)

Kputepuit bannbl

YTonuieHne koxu Bbile MMM®C 9

YTOnNLLIEHNE KOXI NanbLeB:
0TeK nanbLes 2
BCE nanbLbl guctansHee NOC

[urutanbHas nwemns:
A3BOYKM
py64mKM

TeneaHrnakrasum
Kanunnapockonuyeckue U3mMeHeHust
NAT/ANN

Cunapom PeitHo

Cneundhuyeckmne ayToaHtutena
CymMmapHbIii 6ann LOCTOBEPHOrO AnarHosa >9

S

W W N NN wnN

lpumeyanne. ACR — Avepukanckas konnerus pesmaronoros, EULAR —
EBponeickas aHTupesmartuyeckas nura, MM®C — npokcumanbHbIi Mexdananro-
Bblil cycTas, MOC — nacTHO-(hanaHrosbIi cyctas, UMJ — nHTepcTumnansHoe
NOpaXxeHe Nerknx.
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put™ JIAT BHeapeHOo obs13aTeibHOE UCC/IeIOBaHE HA AHTUHY-
KJIeapHBbIC aHTUTEIIA, SIBJISIONINECS UMMYHOJIOTMYECKUMU Map-
kepamu CT3CT (taba. 2)

JIT oTHOCUTCS K BapuaHTaM MOPaXEHUS JETKUX y 00JIb-
Hbeix CCJIl 1 MOXeT ObITb 00YC/IOBJIEHA WHTEPCTULIMAIBHBIM
GuOPO30M WK SIBISATHCS PE3yabTaTOM W30JUPOBAHHBIX MTPO-
JTdepaTUBHBIX U3MEHEHUI COCYIUCTON CTEHKU B OTCYTCTBUE
3HAYMMBIX U3MEHEHUI MMTAPEHXUMBI WJIM XPOHUYECKOM THUITOK-
cuu (cooctBeHHO JIAT). OnHako Hambosee yacto JII' y 6osib-
Hbix CCJl o0yciioB/ieHa MOpaXkeHUEM JIEBbIX OTICIOB cepala
(KaK KJIalmaHoB, TaK M COOCTBEHHO MHOKapia), CBI3aHHBIM
C CUCTEMHBIM TTPOLIECCOM WJIM HE UMEIOIIMX C HUM CBSI3U (Ha-
npuMep, UilleMuIecKast 60Je3Hb cepiia, M30JIMPOBaHHAS q1a-
cronmueckass aucyHkumss u ap.). [locregHue MoOryT OBITh
0003HauYeHBI B OOJIBIIION IPYIIIe MPUYNH, ONPEACISTIONINX BTO-
PUWYHBII XapaKTep TUIIEPTEH3UN U PaCIIiECHUBAEMBbIX KaK COITYT-
cTBytolue 3aboseBaHust (cM. kinaccudukaruio JIT). Heobxo-
MO TIOMHUTH 0 Hepeakux accormanusx CCJl ¢ iepBUYHBIM
OMIMapHbIM LUPPO30M (0co0OOe BHMMaHHWE K BapuaHTaMm,

Ta6nuua 2 AHTUHYKJIEapHble aHTUTENa,

BbifiBnsemble npu CT3CT
Antutena 3ab6onesanue
AnTuTENa K ABycnupansHoii LHK CKB

Cknepopepmuyeckne cneunduyeckne aHTuTena:
AHTULEHTPOMEPHbIE aHTUTENA JIMMUTUPOBaHHbI
™n CCO
OucbcpysHbii Tun CCL
C NIEroYHbIM (r6po3om
CCJ ¢ puckom passutus

No4€4HOro Kpmsa

aHTuTena K Tonousomepase-I (Scl-70)

aHTuTena Kk PHK-nonumepase Il

Ro/La aHTutena BonesHb/cuHapom
LllerpeHa, CKB
AnTtutena k pu6oHykneonpotengy (RNP) C3CT
Sm-aHTuTEna CKB
Pm/Scl Monumunosut

B co4eTaHun ¢ CCO
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OCJIOXKHEHHBIM TOPTAJIbHON TUTIEPTEH3UE), a TAKXKE BEHOOK-
KJTIO3MOHHOU 00JIe3HbIO JIeTKuX. W, HakoHell, Mpu HaTWIUU
dakTopoB pricka 1 TpoM0O03a BeH HIDKHUX KOHEYHOCTEH y ma-
meHToB ¢ CCJ] Takke MOXET BBISIBIATHCS XPOHUYECKAs
noctrpombosmobonunueckas JII.

Kak yxe 6but0 otmeueHo, JIAT npu CCJ] yaiie O6b1BaeT
acCOIMUPOBaHa C OOJBIIION JTUTEIEHOCTHIO 3a00JIeBAHUS, JIM-
MHUTHPOBAHHBIM KOXHBIM CHHIPOMOM, HAJIMIUEM TeJleaHTH-
9KTa3Wii U aHTULIEHTPOMEPHBIX aHTUTE. OTHAKO HEOOXOIUMO
MOMHUTb U O peakux BapuaHTax JIAI, BcTpevarommxcst rnpu
OCTPOM TeueHuu 6ose3Hu ¢ b GY3HBIM KOXKHBIM CUHIPOMOM
u Hanmmurem U3RNP-ayroantuten [10].

Bricokast vactota nHTepCTUIIMAIBHOTO (hrbpPO3a, BHISB-
nsgemoro y 6onbHbIX CC/L B 1TociegHue TONbI, He TIpUBesa K Cy-
MIECTBEHHOMY YBEIMYCHUIO PACTIPOCTPAHEHHOCTH TUITOKCE-
Mudeckoro BapuaHTa JIT, omHako crioco6cTBOBaIA BBIIETICHUIO
COYETAaHHOTO TUIIA TTOPAKEHUS JIETKUX («IMCTIPOTIOPIIMOHATb-
Hast» JIT), npu KoTopoM cpenHee NaBjieHKEe B JIETOYHOW apTe-
pun (CpJIA) nocturaeT BeJIMYMH, COTTOCTABUMbBIX C U30JIUPO-
BaHHBIM ee TurioM [11]. BeineneHue aToro BappaHTa 00yciI0B-
JIEHO HEOOXOIUMOCTBIO MHOW, YeM MPU MHTEPCTUIMATBHOM
Gudpo3e, TepareBTUYSCKOM TAKTUKU B CBSI3U C €ro KpaiiHe T -
JKEJIbIM, TIPOTHOCTUYECKHU HEOIArONMPUSITHBIM TEUEHUEM.

JInarnocTuka. Panussg nuartHoctuka JIAIT — ko K mo-
TEHIIMATbHO ONTUMAJIbHOMY TEpareBTUYECKOMY IMPOTHO3Y.
B orcyrcrBue neuenust mporuos JIAI' kpaiiHe HeOiaronpusi-
teH, npu CCJ 60% OOJbHBIX KIMHUYECKU 3Hauumoin JIAT
yMUpAOT B TiepBble nBa roma. CBOeBpeMeHHOE BBISIBICHUE
CITOCOOCTBYET paHHEe TepaIrnu ¢ TOCIeNyoM boiee 61aro-
MPUSITHBIM TEYCHUEM.

JIT onpenensitor Kak ropeiieHue CpIJIA >25 MM pT. CT.
B COCTOSIHMM MOKosl. [Ipn aToM AaBieHre 3aKIMHUBAHUS Jie-
royHoii aptepuu (J13JIA) He moKHO TpeBbIlIaTh 15 MM PT. CT.,
a CeplIevHblii MHIEKC NOJIKeH ObITh HOPMAJIbHBIM WU CHU-
JKEHHBIM. «30JI0ThIM CTAaHIAPTOM» U €AUHCTBEHHBIM METOIOM
Bepudukaruu JII' mpu Bcex ee BapuaHTax SIBJISIETCSI KaTeTepH -
3anus npaBbix otaenoB cepaua (KITOC) [12].

Crpaterusi nuarHoctuku mpu JII, accommmpoBaHHO
¢ CCJ1, mpenmnomnaraeT mpoBe/ieHre KOMITJIEKCHOTO 00ciienoBa-
HUSI C TIeJTBbI0 YCTAaHOBJICHMS TUArHO3a, OLIEHKN KIIMHUYECKOTO
kjacca u Tuna JII, a Takke olleHKU (yHKIIMOHATbHOIO U TeMO-
MMHAMMWUYECKOTO CTaTyca maimreHToB. Kak v mpu unuonaTuye-
ckoit JIAT, ienecoo6pa3Ho BbIACIUTD CAEAYIONINAE dTAIbl 1Ub-
depeHIraTbHO-AMarHOCTUYECKOT0 MpoLecca:

I. TTono3penue Ha Hanuuue JII' (CKpUHUHT).

1. Uckimouernne Hanbosee yacThix puuuH JIT.

I11. YcranoBneHue nuarHo3sa JIAT.

IV. Ouenka JIAT (dbyHkuroHanbHbIi Kiace — DK, oco-
OEHHOCTU TeMOIMHAMUKH).

Jwarnoctuka JII' mpu CCJI, KaK M mpu APYTUX COCTOSI-
HUSIX, OCHOBaHA Ha KOMIUIEKCE KIMHWYECKUX U WHCTPYMEH-
TaJIbHBIX UCCIIEIOBAHUI, CPENU KOTOPBIX «30J0TBIM CTaHIAp-
TOM» SIBJISIETCSI OTIpefie/ieHre JaBJieHUsI B JISTOYHOW apTepuu
npu ee kKarerepuszauuu. OQHAKO HEOOXOAMMO MOMHUTH
O CKPUHUHTOBBIX MeTojax BbisiBieHUs JII, mMOCKOIbKY 0O0JIb-
Hble CCJI cocTaBisIIOT TPYIIy pyMcKa Pa3BUTHUsI 3TOTO MPOSIB-
nenus [13]. Kak usBectHo, JIAI' He MMeeT «IMaTOrHOMOHUY-
HBIX» TIPU3HAKOB M Ha HaYaJIbHBIX dTarax pa3BUTUSI KITMHUYE-
cku He 3HaunMa. Onplllika — KakK MpaBuiio, epBoe MposiBIe-
Hue JII, HecmenmduyecKuii CUMIITOM, KOTOPBIN caM IO cede
TpeOyeT mpoBefeHUs1 AudGepeHITNaTbHON ANATHOCTUKU, —
OOBIYHO Pa3BUBAETCS YK€ TPU HATTMINU MTPABOKETYITOUKOBOM
HEJ0CTaTOYHOCTH.

DyHKIMOHAIbHBIE JIeroYHbIe TecThl. OCcO0YI0 3HAUUMOCTD
MpU CKPMHUHTE W oTpeaeieHnn prcka pa3putust JII'y 601bHO-
ro CCJl umeer uccienoBaHue (GYHKIIUM BHEIIHETO JTbIXaHUS
¢ ompeneneHueM IU(G@PY3MOHHONW CITOCOOHOCTU JIETKUX
(ACJI), He HawIealiee MOJKHOTO MeCTa B JUArHOCTUYECKUX
nporpaMmax npu uauornaruyeckoit (nepsuyroii) JIT. B mHoro-
YUCIIEHHBIX MCCISIOBAHUSIX ITOKa3aHa MPOTHOCTUIECKasT POJIb
9TOr0 METOJa, TIOMUMO OOIIETTPUHSTHIX KIMHUKO-UMMYHOJIO-
TMYECKMX NMPU3HAKOB, B OMPEIeJICHUN TPYIINbl PUCKA OOJbHBIX
CC/ no passututo JII. M3onupoBaHHOe (MpyU HOPMaJbHBIX
00bEMHO-CKOPOCTHBIX TMOKa3aTeJsIX CIMPOrpaMMbl) CHIKE-
Hue JACJI 1o ypoBHs <55—60% HOpMBI (TIPX OTCYTCTBUU JAPY-
TUX MPUYMH — UHTEPCTULIMAIBHOTO (h1Op03a, COMYTCTBYIOIINX
XPOHMYECKON OOCTPYKTUBHOI OOJIC3HU JIETKUX WJIM aHEMMH)
SBUJIOCH 00Jiee 3HAUMMBIM TIpeaIuKTOpoM paszButusa JII, yem
NIpYTHe DOCTYITHBIE «CKPUHMHTOBBIe» MeTomuku — DKI wmm
OxoKIT.

V. Steen u coaBt. [14] BriepBble MoKa3ajiu, YTO MalMeH-
Tbl ¢ JIAT 1 iumutupoBanHHoit CCJI nMeIoT 3HaUUTeIbHO 00-
siee Hu3Kky1o JICJI 3a HECKOJIBKO JIET 10 YCTAHOBJIEHUS IMAarHO-
3a, YeM MalLMEeHTbI, Y KOTOPbIX B JajbHEHIIEM He pa3BUIMCh
JIAT u UITJI. D. Mukerjee u coaBt. [15] BeISIBUIIM, YTO TTOPO-
roBoe 3HaueHnue [ CJI, paBHoe 50%, accouunponanoch ¢ JIAT
¢ Bbicokoii criennduuHocTbio (90%), HO HM3KOW YYBCTBHU-
tenbHOCThIO (39%). DpaHuy3ckoe wuccienoBanue ItinerAir
[16] y6emuTenbHO mpoaeMoHcTpupoBano, uro ACJ >60% or
TIOJDKHOTO MMEET BBICOKYIO CTIEM(UIHOCTD JUTISI UCKITIOUCHUS
JIAT. U3 aroro ciemyet BuiBoA, 4To ypoeHb JCJI <60% mo-
JKeH paccMaTpuBaThcs B KaUuecTBe MPU3HAKa, yKa3bIBAIOIIETO
Ha Bo3moxHylo JIAIL. Tlpu conocraBienuu yposHeir JICJI
u CpJIA y 243 nanuentoB ¢ CC/I, HabmoaaBuxcs B Kopo-
JIeBcKo# GonpHuIle JloHmoHa, MeHee YeM Y 10% malneHTOB
yposeHb JACJI 6611 >60% 1 ToaBKO y 0HOro — >80% ot mos-
KeHcTBylollero. K coxaneHuio, 3T0 He MOXKET ObITh TTpUMe-
HeHo K npyrum BapuaHtam JIAI (K mpumepy, MaAMonaTuyecKo-
Mmy). CooO1aercs auib o HebonbimoM cHwkeHuun A CJT [17],
B CBSI3U C YeM YPOBEHb ITOIPaHUYHOIO TTOKa3aTesst OymeT Ccy-
mectBeHHO oTndaThest. CHuzkenue J1CJ1 y manmentos ¢ CCJL
B TMEPBYIO ouepelb CBS3BIBAIOT C 4yacToil accouuamuein JIAD
C BEHOOKKJIIO3MOHHOW OoJie3Hblo. Eciv y manueHToB npu
koMmibloTepHoit Tomorpaduu (KT) nerkux BoigBIsI0CH O0siee
NBYX TIPU3HAKOB BEHOOKKJIIO3MOHHOUW OOJIe3HU, 3HAYCHUS
JIJIC Obun HUKE, yeM B rpyrine 0e3 onpeaensieMbix Ha KT u3-
meHeHuit [18]. ITpu Mopgonaornyeckom ucciiegoBaHUM JIETOY -
Hoil TKaHu y nanueHToB ¢ JIAI-CCJI npu3Haku mopakeHus
BEHYJI 0OHApYKMBAIOT Yalle, YeM Y MalMeHTOB ¢ AMoNaThye-
ckoii JIT' [19]. OngHako HYXHO OTMETUTb, YTO MCCAEAOBAHUS,
MMOKa3aBIlINe BBICOKYIO PacpOCTPAaHEHHOCTb BEHOOKKITIO3M-
OHHOI1 60e3Hm y mantmeHToB ¢ JIAT-CCJI, ocTatoTcs rpeame-
TOM JIVCKYCCHi1, €ClT yuecThb (PaKThl, ITOJTYICHHBIC B paHIO-
MU3UPOBaHHBIX ucciaenoBanusix JIAI-crneuuduyeckux mpe-
mapaToB. Jloka3aHHBIM cUMTaETCs (DAKT, YTO TTPU BEHOOKKITIO-
3MOHHOI OoJie3HU Jierkux npuem JIAT-crienupudeckux npe-
MapaToB CIIOCOOCTBYET Pa3BUTHIO OTEKa JIETKUX, B TO BpeMsl
KaK B OPUTMHAJILHOM HcClIenoBaHUM 3G(MEKTUBHOCTA 3T0-
npocreHona y nauueHToB ¢ JIAI'-CCJl BO3HMKHOBEHUs Jie-
TOYHOTO OTeKa He ObLIO 3aperucTpUpOBAHO HU Yy OJHOTO Ta-
nuenTa [20, 21]. DTOT (hakT MOATBEPKAAIOT U PE3YJILTATHI 10~
TOCPOYHBIX HccaenoBaHuii. Mi3yyeHue 3¢ GeKTUBHOCTU MaTH -
LIEHTaHa y TMalueHTOB C pas3iuyHbiMU BapuaHTamu JIAT
(SERAPHIN) He BBISIBWIIO pa3inunii B KIMHUYECKOM OTBETE
y TIAIlMEHTOB C MOWOIATMYECKOW JIETOUHOU THITepTeH3UEH
u JIAT, acconmupoBannoii ¢ CCJI [22].
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Oxokapauorpadmsa. DxoKI, momMmumo oGHapyKeHUsT KOC-
BeHHBIX NTpu3HakoB JII' u pacuera CIAJIA, momoxeT B nudde-
peHLMaTbHON AMAarHOoCTUKE BapUaHTOB «BeHO3HOM» JII, 00y-
CJIOBJICHHOI TIOpaXKeHUeM JIEBOTO KeJIyno4yKa (HapylieHueMm
€r0 COKPATUTETHbHOM CITOCOOHOCTY WJIM HAIMYMEM KJTaTlaHHBIX
nopaxkeHuit). Heo6xonnMo MOMHUTH, YTO BBISIBJIEHWE TPaHC-
TPUKYCITUIALHOTO TpagueHTa NaBjieHus >2,5 M/c He SIBJIseT-
¢ BepUGULIMPYIONIUM TUArHO3 W TpeOyeT ITOATBEPKICHMS.
DpaHIly3cCKUMU UCCIIENOBATENISIMU TIpeuIoxKeH auddepeHn-
aJIbHO-IMAarHOCTUYECKUI aJITOPUTM paHHEW JMarHOCTUKU
JIAT ¢ ucnonwzoBanueM DXxoKI, mOCKONIbKY BEPOSITHOCTh KaK
JIOXKHOTIOJIOXKUTENbHBIX, TaK U JIOXKHOOTPULIATENIbHBIX PE3YJIb-
TaTOB TPU <«ITOTPAHUYHBIX» TPAIUEHTaX JOCTATOYHO BEIMKA.
Bonee TouHas ¢ MMarHOCTUYECKUX TIO3UIININ AMATHOCTAYECKAS
mozenb anroputMa DETECT mpenmnosaraet MCojib30BaHUE
OxoKTI: uccnenytorest momanb MpaBoro Mpencepans U CKo-
pocTh TpuKycnuaaibHoil peryprutauuu (TP) [23].

HuBasuBHag onenka remoauHamMuku. KITOC, apigromnia-
sSICS1 «30JIOTBIM CTaHIapTOM» auarHoctuku JIT, moimkHa mpo-
BOJIMTBHCSI BCeM 00JIbHBIM ¢ 3TuM nposiBieHueM CC/. [Tomu-
MO TOATBEPXKAECHUs (aKTa MOBBILUEHUS TABJIEHUSI, TOT Me-
Toz siBisieTcs AuddepeHInalbHO-IMaTHOCTUYECKUM U OTIpe-
neasomuM nporHo3. Heo0XoauMo OTMETHUTH, YTO TeCT
¢ olleHKOI BazopeakTuBHOCTH Tipu JIAI, accoumnupoBaHHOI
¢ CT3CT, He mpOBOAUTCS BCIEACTBUE Majloii MH(GOPMATHUB-
HocTH [13].

Ckpunnnroseie mporpammbl. Kak umssectHo, CT3CT —
onvH u3 ¢akTopoB pucka pazsutusd JIAL, mostomy paspabort-
Ka CKPWUHUHTOBBIX TIPOTPaMM SIBJISIETCSI MPUOPUTETHOW TSI
paHHe#l TUarHOCTUMKU 3TOTO TSXKEJOTo IMposiBjieHUs. Bot ee
0o01IMe TPUHLIMUITBI;

OcHogHble pekomenoauuu 0451 CKpUHUH2A
u pauneil duaznocmuxu JIAI npu CT3CT
* Bcem manuentam ¢ CCJl cieayeT NMpOBOAUTH CKPU-
HUHT Ha nipeameT ooHapykeHus JIAT.
 [Maumentsl ¢ CT3CT wim 1pyruMuy CUCTEMHBIMU ayTO-
UMMYHHBIMU 3a0osneBaHusiMu ¢ mnpuszHakamu CCJL
TTOJIKHBI TIPOXOAUTHh CKPUHUHT, TaK XK€ KaK MaireHThl
¢ CCI.

* CKpUHUHT MTallMeHTOB 6e3 KITMHUIECKUX MPOSIBIICHU I

JIAT ne pexomenayercs st CT3CT wiu apyrux cuc-
TEMHBIX ayTOUMMYHHBIX 3a00JieBaHM1 Oe3 MPHU3HAKOB
CCA.

* [IpoBenenue KITOC HeoOxoauMo sl AMArHOCTUKU

JIAT.

* [IpoBeneHMst OCTPOro Ba30peakTUBHOIO TECTa Y Malu-

eHToB ¢ CCJl, CT3CT wiu ApyruMy CUCTEMHBIMU ay-
TOMMMYHHBIMU 3a00JIeBAHUMU He TpedyeTcs.
CkpuHMHTOBas porpamma y mnamueHtoB ¢ CCJl wimn
CUCTEMHBIMM ayTOMMMYHHBIMU  3a00JI€BaHUSIMU
¢ uepramu CCJ] 00s13aTenbHO MOJKHA BKITIOYATH UC-
crnenoanue JICJI. TpancropakanbHast 9xoKI, ompe-
nenenue NTproBNP u anroputm DETECT gomxHbI
npoBoauthest, ecan JCJ <60% v mrebHOCTD 3a00-
JieBaHus >3 JeT.
ITpu CCJ/I unu cucTeMHBbIX ayTOMMMYHHBIX 3a00J1eBa-
Husix ¢ yepramu CCJI TpaHcTopakaiabHas DxoKI
n oueHka JACJI moJKHBI TPOBOAUTHLCS €XETOIHO,
a MpU BO3HUKHOBEHWU CHUMITOMOB BBITIOJHSIOTCS
TpaHcTropakainbHas DxoKI, onenka JICJI u onpenene-
Hue ypoBHst NTproBNP.

MmuoronentpoBoe ucciaenoBanne DETECT BreigBHIIO
npu3Haku 3a0osieBaHMsI, HauboJiee CBSI3AHHBIE C Pa3BUTUEM
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JIAT [23]. Dro 6bLIO IEPBOE HCCIEI0BAHNUE, BKIIOYUBIIEE 466
namyeHToB ¢ CCJl ¢ BeicokuM puckom passutust JIAI (JICJT
<60% u muTeabHOCTh 3ab0eBaHus >3 Jiet). B mporecce 06-
pabOTKM MaHHBIX OBLT pa3paboTaH MBYXCTYTEHYATBIA ajro-
PUTM, TIO3BOJISTIOIINIA OTIPEIETNTh, KaKUM TTallieHTaM HYXHO
nposoauTh DxoKI' u 3atem KITOC (puc. 2). llecth npocThix
MePeMEeHHBIX, KOTOPhIe aCCOLIMMUPOBAHbBI C PUCKOM DPa3BUTHS
JIAT, Gbu1M onpeaesieHbl B MPOLecce perpecCCUMOHHOrO aHaIu3a.
K HuM oTHOCSTCSI TeneaHTrMaKTa3uu, HaJW4yue aHTULIEHTPO-
MEPHBIX aHTUTEJ, TOBbILIEHUE YPOBHEH CEPOTOrMUECKUX Map-
kepoB JIAI' — NTproBNP u ypoBHSI MOU€BOIi KMCIOTHI, a TaK-
ke n3onupoBanHoe cHukeHue JICJI.

KomOuHammst aTux mapamMeTpoB yKa3biBaeT Ha HE0OXO-
numocTh TipoBeneHus DxoKI. K Hanbosee 3HAaUMMBIM [UTSI T~
arHoctuku JIAI' DxoKI'-mapameTpam otHOcATCS cKopocTh TP
¥ TITOIIAb TIPABOTO TIPEACEPINSI.

Ha ocHOBaHUM TIOJTYyYEHHBIX HaHHBIX ¢ 96% 4YyBCTBU-
TEJNILHOCTBIO U 62% crietndUIHOCTBI0O MOXKHO MPEANOIOXKUTh
Hannuue y nmauueHTta JIAT (Bcio nHgopmalumio o0 airoputMme
DETECT moxHo Haiitu Ha caiite http://detect-pah.com/).

JIuddepennuansuas auardoctuka. Bepudukauus JIT
npu CCJI Ttpebyer mocieayioliero auddepeHmanibHO-aMar-
HocThuyeckoro oocienoBanus. st yrouneHus tuna JII' HeoO-
XOAMMO TPOBOIUTH BECh KOMILIEKC KaXaoMy OOJbHOMY, IMO-
CKOJIbKY BCTPEYAETCsI COUeTaHNE HECKOIBKUX MIPUYUH Y OTHO-
TO TIAIlAEHTA.

Cob6erBenno auarHo3 JIAT mpu CCJl (m3onrpoBaHHBII
BapUaHT) MOXET ObITh YCTAHOBJIEH TOJILKO 110 OKOHYAHUH ITPO-
BEICHUST BCEX IMarHOCTUIECKUX MPOIIEYp («IMarHO3-UCKITI0-
yeHue»). [lomumo atoro JIAT MoxxeT 00yc10BIMBAThL MOPTaIb-
Hasl TUTIEPTeH3MsI, pa3BUBIIasiCs Ha (hOHEe TIEPBUYHOTO OWIIH-
apHOTO LMPPO3a, KOTOPBI MPU JTUMUTUPOBAHHOM BapuaHTe
CCJI BcTpeyaeTcst CyLIECTBEHHO Yallle, YeM B TOMYJISILIUH.

Maumentsl ¢ CCL

Y

Ctynexb 1: 6 napameTpoB
« ®XKE/, % Hopm./OCI1, % Hopm. < NTproBNP
* AHTULLEHTPOMEPHbIE aHTUTENa « 3KTI': oTknoHenne 30C Bnpaso
« TeneaHrnakTasum * YpoBEHb MO4€BOI KUCAOThI

[MokasaHnit
ans 9xoKr Het

06wwui puck >300
(paccuuTblBaeTCH NPOrpamMmon)

¥

Y

CTyneHb 2: 06K puck 1-ro yposHs + 2 napameTpa IxoKr
« [Inowagb npasoro npegacepans  « Ckopoctb TP

HET

HeT nokasanwii

06wwmin puck >35
HET ans KMo

(paccymTbiBAETCA NPOrPAMMON)

T

Y
KMOC pns Bepudhukauum Hanuyms JIAD |

Puc. 2. Anroputm DETECT. ®XKEJT — thopcupoBaHHas XnU3HeHHas
emKkocTb nerkux, NTproBNP — N-KoHLEBOW hparMeHT npefLlecTBeH-
HIKA MO3roBOro Hatpuitypetuyeckoro nentuga, 30C — anekTpuye-
CcKas ocb cepaua
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Oo6napyxenue MIJI cTaBuT 3amady onpenenntb, Kakoi
BapuaHT JIT npeBanupyet. [ToMolilb B 5TOM MOXeT oKa3aThb 00-
IUTUIeTH3MOTpadust (ompeaeaeHe 0CTaTOYHOTO 0ObeMa U 00-
el eMKOCTH JIETKUX NI YTOUYHEHUs BBIPAKEHHOCTH PEeCT-
PUKIIMK), a TAKXKe UCCIIeOBaHKE rA30BOT0 COCTaBa KPOBU MPU
KaTeTepu3alliy TSI OLIEHKH BBIPAXKEHHOCTU TUTIOKCEMUU. Bbi-
neneHue couetaHHoro Bapuanra (JIAT u MUIJT) npoaukToBaHo
HEOOXOIMMOCTBIO COYETAHHOM Teparuy KakK Ba30aKTUBHBIMU
npenapataMu, Tak 1 UMMYHOCYIIPECCAHTaMM.

CHUXEHME HacOCHOW (YHKLUMU JIEBOTO XeJTydo4yKa
BCJICACTBUE €T0 CUCTOJMYECKOW MM AMACTOJMYECKOM muc-
(YHKIIMN 00YCTOBIMBAET pa3BUTHE «BeHO3HOI» JII, mposiBsi-
forieecss npu Karetepusanuu rmosbimeHruemM JI3JIA. DxoKI
OKa3bIBaeT CYIICCTBEHHYIO TIOMOIIb B PEIIEHUU 3TOI 3a1ayu,
OTHAKO MOXKET MOTpeOOBaThcs BepUMUKAIIUAS WIIEMUYICCKOMN
00JIe3HU cepalia KaK HEMHBAa3UBHBIMU (CTPECC-METOBI, «KO-
POHApHBIN KaJbIUii»), TAK U MHBa3UBHBIMU (KOPOHAPOAHTUO-
rpacust) meromamu. DxoKI' Takxe siBisieTCs He3aMEHUMBIM
METOJIOM B IMArHOCTHMKE KJIamaHHBIX MOpoKoB, uto mpu CCJ]
BCTpeYaeTcsl He YacTo.

B nocnenHue HECKOJIBKO JIET 3a pyOe koM YacTo oTMeda-
ercst coueranue CCJI ¢ mopaxkeHreM BEHYJISIPHOTO OTAeIa MU-
KPOLMPKYJISITOPHOTO pycjia — JETOYHOM BEHOOKKIIO3MOHHOMN
00JIE3HBIO U JIETOYHBIM KalWIISIPHBIM aHTMomaTo3oM. [lpu-
MEHEHHME TIperapaToB IPYIIIbl MPOCTAIMKINHA Y 9TOM KaTero-
pUM OOJIBHBIX YaCTO OCJIOXHSIETCSI MHTePCTUIIMATbHBIM OTe-
KOM JIETKMX ¥ 3aKaHunBaeTcs (pataabHo. Hanmnure y manyeHTa
TUTIOKCEMUH, a Takke ToBbIIeHHOTo JI3JIA 1M03BOJISIeT 3amo-
TO3PUTH 3Ty haTaTbHYIO aCCOLUALINIO.

K HacrosiiieMy BpeMeHU OKOHYATEJbHO HE OIpe/ie/IeHbl
(bakTopsl HeOnaronpustHoro nporHosa JIAI npu CCJI. Tem He
MeHee HeoOXOAMMO MPUHKUMATh BO BHUMaHUE, YTO MOJOOHbIE
npu3HaKu ornuckiBaoTcs npu uauonarudeckoit JII. [Tomumo
MCXOIHBIX FeMoAnHamMuyeckux napametposn (vaiie CIJIA npu
MEepBOM 00C/IEIOBAHUM), K HUM OTHOCSITCS HAJIMYKME MepUuKap-
nuta, noseiiieHue ypoBHss NTproBNP, a Takke ypoBHsSI Moue-
BOW KUCJIOTBHI.

dynkunoHanpHast Kiaccudpukanusa JIAI ucmomab3yercst
KaK TIPEeIUKTOP MPOIOJLKUTEIbHOCTY XU3HU. Tak, y TalmeH-
ToB [ 1 II ®K cpenHsist mpomoKUTeTbHOCTD XKU3HU COCTABIISI-
er 6 set, III @K — 2,5 roga u IV ®K — 6 mec. ITomumo orpe-
nenenuss @K, y 6oapHbix CCJl BakHa KOJIWYECTBEHHAS OLICH-
Ka TOJIepaHTHOCTU K bu3nueckoil Harpyske. [IpoBeaeHue
6-MHuHYTHOTrO TecTa XompObl (6MTX) gBisieTcss OOCTYITHBIM
U BBICOKOMH(MOPMATUBHBIM CPEJACTBOM OLIEHKM (DYHKIIMO-
HaJIbHOTO cTaTyca naureHTa. OJHaKO ero UCIoJb30BaHUE MPU
CT3CT MoxXeT OBbITb JUMUTUPOBAHO IOPAXKEHUEM MBIIIILL
M CYCTaBOB.

Takum 06pa3om, paHHee BBISIBJICHUE W TIPABUIbHBIN TH-
arHo3 JII'y manmenToB ¢ CCJI, — 3aj10T yBeJIMYEHMST IPOIOIKM -
TEJbHOCTH KU3HM MMAllMEHTOB. YUUTHIBAsI CJIOXKHOCTh U HEOC-
TYITHOCTh MHOTUX AWATHOCTMUYECKUX TIPOLIeAyp, HaOIIoneH e
NMAHHOW KaTeropuu OOJBLHBIX BO3MOXKHO JIMIIb B CTICIIUATA3M -
POBAHHBIX LIEHTPAX.

CucTteMHas KpacHas BONYaHKa

ITpu CKB JIT yaie accouuupyercsi ¢ HaAIMYMEM aHTUTET
K KapAMOJUIMUHY, T. €. C HaIMYMeM aHTUGhOCHOIUMUIHOTO
CUHAPOMA, KOTOPBII XapaKTepU3yeTCsl CUCTEMHOM TpoMbodu-
JIMEU, JiexXalleid B OCHOBE €ro KJIMHUYECKUX TPOSIBICHUM,
B ToM uuciie u JII. JlanHbie O0JbHBIE B AIMAaTrHOCTUYECKOM U Te-
pareBTMYECKOM acIleKTaX JOJDKHBI pacCMaTpUBAThCs Tak XKe,
KaK 1 TTAlMEeHTHI C IPYTUMU TPOMOOIMOOTNIECKMMU BapraH-

tamu JII. Bonee penkoit mpuumHoii JII' mpu CKB moxkeT siB-
JISITBCST «JIETOYHBIN BaCKYJIUT», TIO HallleMy MHEHUIO, OoJiee Co-
OTBETCTBYIOLINI MOP(HOIOTHIECKON HAXOAKe, YeM KIMHUYE-
CKOMY CUHIPOMY.

Enunuuneie ciayvau JIT, accoumupoBaHHOM C Bocmaje-
HMEM JIETOYHBIX COCYIOB, ONTMCAHBI TIPY CMEeNIAHHOM 3200J1eBa-
HUU COEIMHUTEJbHON TKAHM — PEIKOM, CITOPHOM C ITO3MIIMU
HO30JIOTMYECKO CaMOCTOSITEJIbHOCTH COYETAaHUM MPU3HAKOB
CCJl, CKB u noaumuosura. KomouHauusi 0coGeHHOIo rnopa-
JKEHUST KOXXKU ¢ MUO3UTOM M JIETOYHBIM CUHAPOMOM (B YaCTHO-
ctu, JII') MOXeT ObITh OITOCpea0BaHA BOCTAIMTEIbHBIMU U3MeE-
HEHUSIMU COCYIMCTOM CTEHKU, B €IMHUIHBIX CTyJasiX 3TO MO -
TBEPKIaJI0Ch MOP(HOIOTUICCKMMU MCCIEIOBAaHUSIMHU, a TAKXKe
3G GEKTUBHOCTHIO UMMYHOCYIIPECCUBHOI Teparmu.

Heobxomrmo mmoauepKHYTh KpaitHIOI0 PeIKOCTh JaHHOTO
BapuaHTa, KOTOPBIA He MOXKET OINpenessiTh auddepeHInpo-
BaHHBI TOAXOA K Tepanmuu (MMMYHOCYIIPECCUBHBIE W/WIU
JIAT -cienuduyeckue npenapatsl). TepaneBTuyeckasi TaKTUKa
TTOJDKHA OTPENeTIThCSl HO30JOTUIECKON TPUHAIUIEKHOCTHIO
JIAT u npyrumMu BO3MOKHBIMU MPUYMHAMU, BBISIBICHUE KOTO-
PBIX TpeOyeT TLIATEIbHOTo 00caenoBaHus nauueHToB ¢ JII unn
nopo3peHueM Ha Hee [12].

Tepamus. Tepanus JIAT npu CT3CT He oTauyaeTcst OT
JIGYEHMS ee MIMOIIaTUYecKoro BapraHTa. HeobxomuMo otMe-
TUTh, YTO MOHMTOPUHT 3ddekTuBHOCcTU Tipu JIAT-CT3CT
TTOJKEH OCYILECTBIISIThCS 00JIee YacTO B CBSI3M C TUIOXMM X3~
HEHHBIM TIPOTHO30M JaHHOW TpynIibl MauueHToB. Ha Haix
B3IJIsAI, oTpaBIaHo 6oiee yactoe nposeacHre KITOC mpu 1mo-
BTOPHBIX 0OpAIIeHUsIX MAIllUeHTOB, IJIs1 YTOUHEHUST BO3IECT-
Bust JIAl-cnenuduueckux mnpenaparoB Ha TeMOAWHAMUKY,
0COOEHHO B CITyJasiX ¢ KIMHUYSCKUM YXYAIIEHUEeM, KOTOpble
HEOo0XOIMMO MOATBEPXKIATh UCCAEN0OBAHUSMU FeMOIMHAMUKH.

AddexTuBHocts JIAI-crienupuyeckoit Tepanuu aoKa-
3aHa y nanueHToB ¢ CCII-JIAT mist Bcex Tpex rpyIin npenapa-
ToB [30]. ¥ yactu nauneHToB ¢ CKB 1 C3CT ¢ BacKyJIUTHBIM
BapuaHToMm JIAI' Ha ompeneneHHBIX 3Tamax OOJIE3HU HMMEET
CMBICTT TIPUMEHSITh MMMYHOCYIPECCUBHYIO Teparuio [31]

(puc. 3).

| CTaHaapTHas Tepanus (MOYeroHHbIe, aHTUKOAryNsiHTbI) |

| OK Il IIl (CV >3,1 5/ B 1 ) || OK VI IIl (CU <3, /w2 8 1 muk) |

Y

JIAT-cneumnduyeckas =
VIMMYHOCYNpeccuBHas Tepanus (?7?)
KnuHuyeckas u remognHammyeckas

oLeHKa 3(h(heKTUBHOCTM
yepes 4-6 mec
p yepe3 4-6 mec

Y Ta Y

| Het oTBeTa | | Ectb oTBET | HeT oTBeTa |

Y Y Y

VImmyHocynpeccuBHas Tepanus
KnnHnyeckas n remognHammyeckas
OLieHKa ath(HeKTUBHOCTM

OTmeHa CTapT nepopanbHbix OTmeHa
MMMYHOCYNPECCUBHOM | | MMMYHOCYNPECCAHTOB | | MIMMYHOCYNPECCUBHOIA
Tepanuu, Ha4atb (modheTuna Tepanuu, ctapt
JIAT-cneunchuyeckyio MUKOGheHonar, KOMOMHMPOBAHHOM
Tepanuio a3aTnonpuH) Tepanun

Y Y Y

| KnnHuyeckoe n remoguHamn4eckoe HabnogeHue |

Puc. 3. lleyenue JTAT npu CKB u C3CT
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Tepanus JIAT' B HacTosi1Iee BpeMsl BKJIIOYAET TPU TpyM-
MBI TIPeTapaToB, BO3MEUCTBYIONIMX HA OXHO M3 OCHOBHBIX
3BEHBEB €€ IMaToreHe3a — SHIOTETMATbHYI0 ANCOYHKIINIO.
K HUM OTHOCSTCSI TTPOCTaHOWIBI, UHIUOUTOPHI (hochomam-
acTepasbl 5-TO THUIA M aHTAaTOHUCTBI SHIOTETMHOBBIX Peller-
TopoB (ADP).

O6uue npunuunsl Tepanuu JIAI npu CT3CT npexacra-
BJICHBI Ha puc. 4.

bBozeHTaH, HeceleKTUBHBIH WHTUOUTOP SHAOTEIUHO-
BbIX PELENITOPOB, B TPEX PAaHAOMU3UPOBAHHBIX KOHTPOJIUPY-
€MBIX UCCJIeIOBAHUSIX MTPOJAEMOHCTPUPOBAJ CBOIO 3 (HEKTUB-
HocTh y nanueHToB ¢ JIAT [33, 34]. Bo3eHTaH ObLT TIEPBBIM
3aperucTpupoBaHHbIM 151 nanuentoB ¢ CCJl mpemapatom
st nedenus JIATL T1pu olieHKe 10JrocpoyHOTO MPOTHO3a Ha
done Tepanuu 603eHTAHOM OBUIO TIOKAa3aHO CYIIECTBEHHOE
yIayqllleHue BbIKMBAEMOCTU U YBEJIMYEHUE TIeproja 10 K-
HUYECKOTO yXyalleHus. TaGieTupoBaHHBIN 003eHTaH MMeeT
CYIIIECTBEHHOE TIPEUMYIIIECTBO 110 CPABHEHUIO C BHYTPUBEH-
HBIMU (pOpMaMM U MOATBEPXKIECHHYIO 3(D(HEKTUBHOCTh B MO-
Hotepanuu [35]. KpoMme Toro, HegaBHUE UCCIIeIOBaAaHUS TMO-
Ka3aji, YTO Ha3HayeHHe OO3eHTaHa B KayecTBe Mpernapara
MepBOM JIMHUM C TIPUCOCAMHEHUEM B HaJibHEWMIIEM IPYrux
MpernapaToB He OKa3bIBaJIO HETATUBHOTO BJIMSIHUSI HA JOJITO-
cpouHy10 3(GEKTUBHOCTD JIEYEHUs Y TALMEHTOB C MIMOIa-
tnueckoit JIAT [36—39].

Anamu3 nioarpynibsl 6oabHbIX CT3CT B MexXmyHapom-
HOM PaHIOMM3MPOBAHHOM JBOWHOM CJIETIOM TIAlIeO0KOHTPO-
JINPYeMOM HcciIeqoBaHny 3P heKTUBHOCTY cuineHadwia mpu
JIAT (SUPER-1) npoaeMoHCTpUpOBa JOCTOBEPHOE YBEIUYE-
HME TOJIEPAaHTHOCTU K (DPU3UYECKOI HArpy3Ke, yIydllleHUE re-
MOJIMHAMUYECKUX MapamMeTpoB (B ocodeHHocTu CpIJIA u ne-

| JIAT, nofaTBepXaeHHas katetepusaumein |

Y Y Y

| Il oK | | Il oK | | IV oK |
Y Y
| A3P/®03 | | A3P/D L3/ |

T Y

[uHamuka kaxaple 1-3 mec: ©K, 6MTX |

Crabunusaums, HectabunbHbiii Il ®K, AT ) 1Y

@K, ymeHbLUeHNe
Il ©K npupoct 6MTX <30 m BMTX >30 M

Y Y Y

| Kom6uHupoBaHHas Tepanus ASP+®[13, nnn ASP+1W, nnn 3+ |

Y Y Y

KnuHuyeckoe o KnuHunyeckoe
be3 nameHeHunii
yAyyLLIeHne yXyALIeHUE
Y ¥ Y i
Mpopomkerne ;
Tepanuiu TpoitHas
qunavmka | YXyAwenme | KOMOUHU- | yyynerme
Kaxzple > POBaHHas | TpaHcnnaHTauus
3 Mec + Tepanus
AIP+D19+ 11
KareTepuaauus Aa

Puc. 4. Jlevenue JTAT npu CT3CT (agantuposano u3 [32]). ®3 -
VHrMouTopbl dhoccoamnactepasbl, N — nHranaumoHHbIi unonpoct
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TOYHOTO COCYIMCTOTO CONPOTUBIIEHUS), a Takxke PK y 84 ma-
mueHToB ¢ JIAT, accouunposanHoii ¢ CT3CT [40].

B sToM uccienoBaHuu HauOOJbILIKE YAydlIEeHUs] ObLIU
OTMEUEeHBI B TpymIe rmomxydaBmmx 20 Mr rpemaparta TPYDKIBI
B JIeHb, U3 YEero CJIEAYET, YTO 3Ta 103a sBjsieTcs 3(hPeKTUBHOM
M TIPUEeMJIEMOI B Ka4eCTBE CTapTOBOIA TepaIiuy ISl ITallueHTOB
¢ JIAT na ¢one CT3CT. IIpupoct nuctaniuu B 6MTX cocta-
BUJI 55 M I10 CpaBHEHMUIO C rpyImnoi KoHTposs [40].

Ha6monaemoe yayuiernue 6-MTX Ha 55 M (Koppurupo-
BaHHOE Mo Tuiale60) Ha oHe 12-HeneabHOI Tepanuu Cujie-
Ha(WIOM COMOCTaBUMO C pe3yJibTaTaMu MPUMEHEHUs IPYTUX
npernapatoB mas yedeHus: JIAI, oGycinoBienHoit CT3CT.
ITpu ananuze moarpynmsl namueHToB ¢ CCJl B ucciaenoBaHuu
BREATH-1 16-HenenbHas Tepanust 003€HTAHOM IIPEIOTBPA-
Tia yxyauenue B 6MTX ¢ yBenmueHreM Ha 3 M B KOHTPOJIb-
HOI TpyTITie, O CpaBHEHUIO ¢ yMeHbIIeHueM Ha 40 M B TpyTie
iaue6o [34]. OTKpbIiTOE MCCenoBaHUe C BHYTPUBEHHON Te-
parueii arorpocteHosioM (B 1o3e 11,2 Hr/KT B | MUH B TeueHUe
12 Hem) MPOAEMOHCTPUPOBAIO YBETMYECHUE TUCTAHIIUN 6-MU-
HYTHOI1 X0ab0bI B cpeaHeM Ha 108 M 1o cpaBHEHMIO CO CTaH-
naprtHoit Tepanueit JIAI-CT3CT [41].

I[ToMuMoO 3TOrO, OBUIM MPOBEAEHBI KIMHUYECKUE UCCIIe-
JIOBaHMsI, JoKasbiBatolme a¢ddekTuBHoCcTh JIAT-crienmduue-
CKHUX MpernapaToB B oTHoleHun apyrux nposisiaeHuit CT3CT.

DdheKTUBHOCTh 003¢HTaHA B OTHOIICHUY JUTUTATBHBIX
WIIeMUYEeCKMX HapyIIeHWi ObLTa MoKa3aHa B IBYX IUIane0o-
KOHTPOJIMPYEMBIX  PAHIOMU3UPOBAHHBIX  HCIBITAHUSIX
(RAPIDS-1 u RAPIDS-2), Bkmouaommx 210 manueHTOB
¢ CCII [42, 43]. Bo3eHTaH B HaYaJIbHOM 103€ 62,2 MI' IBAXKIbI
B JIeHb B TeueHue 4 HeJl, a 3aTeM 125 MT IBaxK/1bl B JICHb B TeUe-
HUe 12 Hel cTaTUCTUYSCKH 3HAYMMO CHUXKAJI YaCTOTY BO3HUK-
HOBEHMSI HOBBIX JMTUTAIbHBIX s13B (Ha 48%) B CpaBHEHUU
¢ raue6o. OaHaKo Mpu aHajau3e MOATrPYMIl B UCCISAOBAaHUU
RAPIDS-1 BbisiBIeHO 00Jiee BbIPaXK€HHOE CHUXXEHUE YaCTOThI
HOBBIX 5I13B y manueHToB ¢ auddysHoit CC Ha 67% (p<0,001),
B TO BpeMsI Kak npu aumutupoBaHHoit CCJI paznuuue ¢ Tpyr-
Mot miaie6o coctaBuiio Juiib 8%. Kak yka3biBaioch BbIIIE,
3¢ deKTMBHOCTL 003eHTaHAa B TUIAHE JICYCHUST aKTUBHBIX JUTH-
TaJbHBIX SI3B TIPOJIEMOHCTpUpOBaHa He Oblia. [ToaToMy B Ha-
crositiee Bpemsi 003eHTaH 3apeTUCTPUPOBAH U [UTSI TIpOodUIaK-
TUKU HOBBIX TUTUTATBHBIX 513B y TTanieHToB ¢ CCJL U3 rpyIims
pucKa.

B 1ByX paHIOMU3UPOBAHHBIX KIIMHUIECKUX UCITHITAHUSIX
MOKAa3aHo, YTO UH(Y3UOHHbBIE TPOCTAHOUIbI, TJIaBHBIM 00pa-
30M WJIONPOCT, 3(MEKTUBHBI ISl 3aKUBJICHUS TUTUTATBHBIX
3B y nauueHToB ¢ CCJI [44, 45]. CnenoBatesibHO, BHYTPUBEH-
HBII WIONPOCT 3(PHEKTUBEH Y MAIIMEHTOB C AKTUBHBIMU TUTH -
TaJbHBIMM si3BamMu, pa3BuBluMucsa Ha ¢poHe CT3CT, B yact-
noctu, CC/I.

HMmMeroTcst Takske TaHHBIE O MPOPUIAKTUYECKOM OeHCT-
Buu JIAT-cneuuguueckux rnpenapaToB, MPeuMylIeCTBEHHO
BHYTPUBEHHOTO WIOINpPOCTa, Ha mauuneHToB ¢ CCJ/I, KoTopbie
TOJTyJaJiv ero JUIUTEIbHOE BPeMsI TI0 TIOBOIY CMHIpoMa Peii-
Ho [46].

Ilpo3paunocmo uccaedosanus

Hccnedosanue ne umeno cnoHcopckoii noodepicku. Aemop
Hecem NOAHYI0 OMBEMCMEEHHOCMb 34 npedocmagaeHue OKOH4A-
MeAbHOLL 6epcuU pYKORUCU 6 nevams.

Jexaapauus o punancosolx u opyeux 63aumMoomHOUEHUAX
OxoHuamenvHas éepcus pykonucu 0viia 00obpeHa asmo-
pom. Aemop He noayuan eoHopap 3a cmMamaolo.
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Bonpocbl gns caMOKOHTPONA (BO3MOXHO HECKONIbKO BapMaHTOB OTBETA)

Kakue maroreHeTMUECKIe MEXaHU3MBbI YIaCTBYIOT

B pazsutuu JIAT npu CT3CT?

A. DHporenuanbHas IUCOYHKIIMS.

B. PeMonenupoBaHue JIETOYHBIX COCYIOB.

B. Penun-onocpenoBaHHBIN Ba30cna3mM COCYI0B
MMKPOLIMPKYJISIIIUN.

I.  Tunepnponmykiiusi ayTOaHTUTE].

. Kakoe knmnnunueckoe nposisnenue JIAI xapakrepHo

115t 6oabHBIX ¢ CT3CT?

OpnbIIka.

KpoBoxapkaHbe.

leHepaymM30BaHHBIN [TUAHO3.

DopmupoBaHre «b0apabaHHbBIX MAJTOYEK» U «JaCOBBIX
CTEKOJ».

Hw e

. Kakue nBa MeTona MHCTpyMEHTaJIbHOI 1MarHOCTUKHU

ucroab3ytorest mist ckpuHunra JIAL mpu CT3CT?

A. BOxokapauorpadusi.

Bb. JlymiekcHoe ckaHMpoBaHUE OpaxuolehaaTbHbIX
COCYIIOB.

B. MUccnenoBanue nuddy3noHHoi crnmocodHOCTH
JIETKUX.

I.  Xoareposckoe DKI-MoHUTOpUpOBaHUE.

. Kakum Metonom Bepudunupyior auarnos JIAI?

A. BOxokapauorpacdusi.

B. Karetepusarus mpaBbIX OTAEIOB Cepilla M JeroYHOI
apTepuu.

B. KowmmnblotepHasi toMmorpadust JIerkux.

I.  Bomumnnerusmorpadus.

5.

6.

7.

YUTO U3 HIKETIePEeIMCIEHHOTO TIO3BOJIUT 3aII0JO3PUTh

Hasnmuue y nauventa ¢ CT3CT JIAT?

A. W3onupoBaHHOE cHUXXeHUE TUDDY3nOHHON
CITOCOOHOCTH JIETKUX.

b. OO0HapyxXeHVe UHTEPCTULIMATbHBIX U3MEHEHU I
npu KT nerkux.

B. Bruigsaenue antuten B JHK.

I Hanuuue curHasa sHepreTMYECKOro aAomriepa
CUHOBUATILHOM 000TOUKU.

s yctaHoBieHus nuardo3a JIAI Hy>XXHO UCKITIOYUTB:
A. HWHTepcTuimanibHOe TOpaXKeHUe JIeTKUX.

Bb. TlopaxeHue JieBbIX OTAEIOB Cepala.

B. Jlerounyio ambonuio.

I.  Bce BbllIenepeyucaeHHOE.

J1J1s1 OLIEHKM TOJIEPAHTHOCTU K (DU3UYECKOI HArpy3Ke
y nauueHToB ¢ JIAI' npoBoaurcs:

A. TecT 6-MUHYTHOI1 XOIBObI.

b. Dxoxkapauorpadusi.

B. bBomumierusmorpadus.

I. CyrouyHoe MOHUTOPMPOBAHUE APTEPUATLHOTO
TaBJICHUSI.

. Mns neyenust nauueHToB ¢ JIAT-CT3CT ucnonb3yrorcs:

A. AHTaroHUCTBI PELENTOPOB SHAOTEINHA.
b. WHrubutopsl hochonuscrepasbi-S.

B. [IIpocraHoumsl.

I Bce BbllienepevyncaeHHbIE.

Omeemot na cmp. 93.



