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Knaccudukauua, pupdepeHumanbHas gUArHOCTUKA
U ne4yeHue CMCTEMHbIX BACKYNUTOB V AeTel U B3POC/bIX
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OMMCaHHbIe KaK y B3pOC/bIX, TaK Uy feTeit [29].

Lienb 0630pa: paccMoTpeHue KITYEBbIX PA3NUMil B MPOABNEHUAX W le4eHUn cUCTeMHbIX BackynuTtos (CB) y aeTeit n B3pocsbix Ha 0CHOBaHMM
3BONIOLMN KpUTepues AnddepeHLManbHON ANArHOCTUKM BaCKYNUTOB.

OcHoBHble nonoxeHusa. CB — reteporeHHas rpynna pefkux 3abonesaHuil, 06beAMHEHHbIX MOPGHOAOrMYECKUMU NpU3HAKaMKU BOCNAneHus
COCYANCTON CUCTEMbI U MOAUMOPGHHBIMU KTMHUYECKUMU NPOABNEHNUAMU aNJIEPTUYECKOTO, FTeMOPParuyeckoro U HeKpOBUOTUYECKOTO XapakTepa.
CneKTp KNMHWYECKUX NPOABIEHUI 3aBUCUT OT BMAQ, Pa3Mepa U IOKanu3aLmum NopaxeHHbIX COCYAO0B, Pa3BUTUA TPOMOO30B MU KPOBOTEYEHUIA,
CTeneHN U TAXKECT CONYTCTBYIOLMX BOCNANNTENbHBIX M3MEHEHMI B aNONTOTUYECKMUX TKAHAX.

Ha ocHoBe KknMHMKO-MOP(ONOrMYECKUX KpuTepueB KnaccuduKauuu BacKynuTOB Y B3POCAbIX, NpeasoxeHHbix B 1990 r. AMepuKaHCKUM
06LecTBOM PeBMATONOrOB, HaKoMeHbl AaHHble N0 anuAemMuonornu, AuddepeHLnanbHoi [UArHOCTUKE W JIEYEHUIO CUCTEMHBIX BACKYJIUTOB.
MocKonbKy 3TW KpUTEpUM He BaNuANPOBaHbI Ans feTeit, cnycts 15 net EBponelickoe o6uiecTBo AeTCKON peBMaToNorun yTBEPANUO0 Knaccudm-
KaLMOHHbIE KPUTEPUM JETCKUX BACKYIUTOB C LieJIblo OnpeAeneHns Haubonee TUMMMYHbBIX TPYNM NaLUEHTOB U U3yYeHNs InuaeMuonoruu 3abone-
BaHuil y geteil [43]. B 2012 r. Ha NOBTOPHOW COMMacuUTeNbHOM KOHdepeHumMn B Yanen-Xunne B CNUCOK 3TUX 3a601€BaHMil BBEEHbI BACKYINTHI,
acCOLMMPOBAHHbIE C AaHTUHENTPODUIbHBLIMU LUTONNA3MATUYECKUMIN aHTUTENAMW, UMMYHOKOMMNEKCHbIE U HeKnaccuduumpyemble BaCKyNNUTbI,
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inflammatory changes in the apoptotic tissues.

children and adults, were added to this list [29].

epBuYHble cucTemHble Backynutbl (CB) o6beanHsatoT bonee

20 Ho3onoruyeckux hopm, suddepeHLMpyemMbIX Ha OCHO-

BaHWM MOP(OOrMYECKUX NPU3HAKOB BOCMAEHNA COCYL0B
ntoboro TMNa B 3aBUCUMOCTYM OT UX Kanubpa (kanuanapel, apre-
pWONbI, BEHYNbI, MENKUE, CPefHUe U KPYMHbIe apTepuu, BeHbl U
AumdaTnyeckne cocyabl, CBA3aHHbIE C BEHO3HbIM KPOBOTOKOM),
HEKPOTU3MPYIOLEro UM rpaHynemMaTo3HoOro xapakrepa Bocna-
NIeHUs, XapaKTEPUCTUKMN TpaHyNeM, reHeTUYECKNX U ITHUYECKMUX
thakTopoB. BTOpMYHble BacKynuThbl, EHOTUMUYECKU CXOXUe C
NepBUYHBIMU, ACCOLUMPOBAHBI C CUCTEMHBIMU 3a00NIEBAHUAMY 1
MHBEKLUMAMY, B CBA3M C YEM WX YACTOTY U PacnpoCTPaHEHHOCTb
HEBO3MOXHO JOCTOBEPHO OLEHUTL. TeM He MeHee U3BECTHO, 4T
y fieTell yacToTa Haubonee pacnpocTpaHeHHbIX BaCKyNUToB (nyp-
nypel WeHneitHa — TeHoxa — IgA-BackynuTa, LeTCKOrO rpaHy-
nemato3a BereHepa — rpaHynemaro3a ¢ NoONUaHTUUTOM, AE€TCKUX
(opMm y3enKoBOro nepuapTepumnTa u aprepuuta Takascy) cocras-

Objective of the Review: To outline the key differences in the manifestations of systemic vasculitis and the approaches to treating this
condition in children and in adults. This was based on the evolution of criteria for differential diagnosis of different forms of vasculitis.

Key Points: Systemic vasculitis is a heterogeneous group of rare diseases that share some morphological features of inflammation in the
vascular system and various clinical manifestations of allergy, hemorrhage, and necrobiosis. The range of clinical manifestations depends
on the type, size, and location of the affected vessels, the presence of thrombosis or hemorrhage, and the grade and severity of concurrent

The clinical and morphological criteria for the classification of vasculitis in adults, proposed by the American College of Rheumatology
in 1990, helped in the collection of data about the epidemiology, differential diagnosis, and treatment of systemic vasculitis. As these
criteria were not validated for the pediatric population, 15 years later the Paediatric Rheumatology European Society approved the criteria
for the classification of childhood vasculitides. This was done in order to identify the most typical groups of patients and to evaluate the
epidemiology of this disease in children [43]. In 2012, at the Revised International Chapel Hill Consensus Conference, vasculitis associated
with anti-neutrophil cytoplasmic antibodies, immune complex small vessel vasculitis (SVV), and unclassified vasculitis, described both in
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nset 50 : 100 000 [16, 57]. 3a6oneBaeMoCTb Cpeayu B3poOCibiX
BapbupyeT B npefenax 46-160 Ha 1 000 000 B 3aBMCMMOCTM OT
nepeyHs BacKyNUTOB B 6asax [aHHbIX pasHbiX MCCNe[oBaHUM
[13,52]. TeHpepHOe pacnpefeneHne NaLUeHTOB KaK y AeTell, Tak
Wy B3pOC/bIX NPUMEPHO OAMHAKOBO — C HeGoMblMM npeobna-
AaHUEM nnL, Myxckoro nona. MNMuk 3abonesaemMocTu y aeTeil Npu-
XOAMTCS Ha JOLWKONbHbIA BO3PACT, y B3poC/ibIXx — Ha 55-75 neT.

KNACCUPUKALMUA CUCTEMHbBIX BACKYIUTOB

Jlio6as kAMHWYeckas u KNMHUKO-Mopdoaoruyeckas knaccudu-
Kauua nonmM3aTUONOrNYecKoro npouecca BocnaneHns cocyaos C
ef1HOI GEeHOTUNMYECKON KapTUHOI 0bpeyYeHa Ha MOCTOAHHBI
nepecMoTp B CBA3M C JOCTUXEHUAMU B 0671aCTU MONEKYNAPHON
TEHETUKM U KNEeTOYHOW 6Guonoruu. B HayuHbIX LENsX HyXHbl
LOrOBOpHbIE PaMKW WKW KPUTEpUW, MO3BONAKOWME Tpynnu-
poBaTb GONbHBIX AN 3NMAEMUONOTMYECKUX U KIAWHUYECKUX
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Poccuu. 117997, . Mocksa, yn. OcmposumsHosa, 0. 1. E-mail: info@fnkc.ru

6 | DDc'COV.Eu |

Hematology No. 5 (122) / 2016



TEMATOAOTHUA |

uccnepoBaHuin. Ha nocnefHeit cornacutensHoi KoHbepeHuum
B Yanen-Xunne (CLLUA), coctosBweitcs B 2012 r., 66111 Bbige-
JIeHbl WeCTb rPYnn BaCKYAWUTOB: BACKYNUTbI KPYMHbIX, CPEAHMX
M MENKMUX COCYAOB, UMMYHOKOMM/IEKCHbIE BACKYNUThI, A TaKKe
BACKY/IUTbI, CBA3aHHbIE C CUCTEMHBIMU 3a00JE€BAHUSMU U acCo-
LMMpoBaHHble ¢ UHbekuuamu (maba.) [29].

IgA-Backynut (nypnypa LleHneiiHa — leHoxa)
IgA-Backynut/nypnypa LleHneitHa — TeHoxa (IgAB/
MWI) — Haubonee pacnpocTpaHeHHsblit CB y aeteit ¢ exerop-
HoM yacTtoToi 13-20 : 100 000 geteit mnagwe 17 net, npuyem
90% nauueHtoB ¢ IgAB/MWT mnagwe 10 net [21]. B3pocnble
6onetoT pexe (npumepHo 1,3 : 100 000 B3pocnbix B rof) [3].

Cpepn peteit 3abonesanuto IgAB/MLUT Gonbwe noasepike-
Hbl MasibyuKW, Yy B3POCNbIX TEHAEPHas pa3HMLa OTCYyTCTBYET
[20, 47]. Kak y peTei, Tak u y B3pocnbix K pa3sutuio IgAB/
MW yacto npegpacnonaraloT MHMEKUUM BEPXHUX AbIXaTesb-
HbIX myTeii. [pyMeHeHne NeKapCTBEHHbIX CPeACcTB U Hanuuue
3/10Ka4YeCTBEHHbIX OMyXoNel ABNAIOTCA Npeppacnonaralmmm
(hakTopamu ToIbKO y B3pocabix [31].

IgAB/MNWI paccmaTpuBaloT Kak BaCKynuT, He Tpebytowuit
neyeHus, Ho y 20-30% 6onbHbIX [eTeil pa3BuBaeTcs nopa-
XeHue nouyek. Y B3pocnbix IgAB/MLUT npoTekaeT HamHOro
TAXKeNee No npuyuHe 6Gosee YacToro W TAXKENOTo MOpaXeHus
noyek. lypnypy, npeumyliecTBEHHO 3aTpar1BaloLWyo HUXHME
KOHEYHOCTW, ANArHOCTUPYIOT Kak y AeTel, Tak U y B3pOCAbIX.

TabAumna l

OmnpeaeseHNA BACKYAUTOB C KAACCU(PUKAIMOHHBIMHA KPUTEPUAMH AAA AeTel [4]

Tpynnbi/BacKynuTbI OnpeaeneHus
1. BacKynuTbl KPYNHbIX BackynuTbl, NpenmylecTBEHHO NOpaXaloLe KpynHble apTepumn: aopTy U ee rMaBHbIe BETBU.
COCYA0B BocnanuTenbHbIil NpoLecc MOXeT 3aTparuBarb apTepuu ntoboro pasmepa

ApTepuuT, Yalle BCEro rpaHyNeMaTo3Hblil, MPeuMyLLLeCTBEHHO 3aTparuBaiLmuil aopTy u/uin ee
OCHOBHble BeTBU. 06bIYHO Pa3BMBAETCA Y A€Tel U B3pOC/bIX MOJOXe 50 neT.
Y neteit CONPOBOXAAETCS aHTMOTPAQUYECKUMU U3MEHEHUAMU A0PTbI, €€ KPYMHbIX BETBEN U
JIETOYHBIX apTepUit C aHeBpu3Moil (0673aTeNIbHO) B COYETAHUU C OAHUM U3 NATU NPU3HAKOB:

e nehUUMT Nynbca UK LUHAMUYECKOe HapylueHre KpoBooOpalyeHus;

® Da3HMLA apTepManbHOro AaBJEHUs HA YETHIPEX KOHEUYHOCTSX;

® 3BYK NPY ayCKyNbTaLuu;

® runepTeHsus;

® NoBbIWWEHHAA KOHLEHTpauus 6enkos ocTpoit hasbl BocnaneHus

Aptepuut Takaacy

ApTepuuT, Yalle BCEro rpaHyNemMaTo3Hblil, NPEMMYLLECTBEHHO 3aTparuBaoLnii aopTy 1/unm ee
OCHOBHble BETBY, B TOM YMC/e BETBU CEPAEYHOI apTepun. YacTo 3aTparnBaer TemnopanbHble
apTepuu. Pa3BnBaeTcs y naumeHToB cTaple 50 neT u, Kak npaBuno, CBA3aH C peBMaTNyeCcKomn
nonMmuanruen
BackynuTel, npenmyLLECTBEHHO MOpaXaklLue CpeHue apTepum: BUCLepanbHble apTepun u ux
BeTBU. MoryT GbITb 3aTPOHYTHI apTepuu Noboro pasmepa. HYacto HabAAAIT BOCNANUTEbHbIE
aHeBpU3Mbl U CTEHO3bI
HekpoTuyeckuii apTepuuT cpefiHUX U Manblx apTepuit 6e3 rnomepynoHedpuTta 1 BacKynuTa B
apTepuonax, Kanuanspax uan BeHynax, He accoumunpoBaHHbin ¢ AHLA.
[inarnocTnyeckune KpuTepun AN AeTeil BKIIOYAOT rMCTONATONOMMYECKMe NOPaXeHNs COCYROB
(0bs13aTenbHO) U OAMH U3 NATU NPU3HAKOB:

® NOpaXeHune KOXMU;

® MUanrus/mblweyHas cnabocTs;
® runepTeH3us;
[ ]
[ ]

[MraHTOKNETOYHbIN apTepunT

2. BacKynutbl cpepHuUx
cocynos

Y3enKoBblii nepuapTepumnt

nepudepuyeckas HeBponatus;
nopaxeHue noyek
ApTepuuT, acCOLMMPOBAHHBIA C KOXHO-CAU3UCTBIM CUHAPOMOM, BOCNaneHneM numdarnyeckmnx
Y3/10B W NOPaXKEHUEM CPeHMX U MeNKUX apTepuii. YacTo 3aTparnBaeT KOpOHapHble apTepum,
MOTYT ObITb MOPaAXKeHbl A0pTa U KpynHble apTepuun. OObIYHO NPOABNAETCA Y MIAAEHLEB U feTeil
[0 2 ner.
B cooTBeTCTBMM C [UArHOCTUYECKUMU KPUTEPUAMU NPU BbIABNEHUM aHEBPU3MbI UK funaTaLnu
KOpOHapHbIx cocynos ¢ nomouubto IxoKI unu aHruorpacuu
AMarHo3 3aboneBaHus yCTaHaBAWBAIOT B CIy4Yae HaNUYUA YETbIPEX U3 WECTU CUMNTOMOB:
® 1UXopafika B TeyeHue 5 AHel u bonee;
® [IBYyCTOPOHHEEe 3aCTOMHOE MONHOKPOBUE KOHBIOHKTUBbI, U3MEHEHNS Ha rybax unu B poToBOI
nonoctu (nokpacHeHue ry6, ManuHoBbIN A3blK; AU dY3HAA MHBEKLMUSA CAU3UCTON 060N0YKM
MONOCTW pTa U HOCOTNOTKM);
® nonumopdHas 3Kk3aHTeMa;
® I3MEHEHWA AUCTaNbHbIX OTAEN0B KOHEYHOCTe (NOKpacHeHWe NafoHei 1 NOfoLWB);
® MIOTHbIN OTEK B HAYaNbHOI CTafuM 6oNe3HN U MEMOPAHO3HOE WeNylWeHUe, HaunHalWeecs
C KOHYMKOB NasblieB, B CTafMK BbI3LOPOBEHUSA;
® 0CTpOe HErHoWHOe yBenuyeHue WekHbIX AMMbaTuyecKmnx y3nos

bonesHb KaBacaku
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Tpynnbl/Backynutel

OnpeaeneHus

3. Backynutbl menkux
cocynos

BackynuTbl, npenmyLiecTBEHHO NOPAXaloLMe MHTPaNapeHxMMaTo3Hble apTepuu, apTeprobl,
Kanunnsapsl 1 BeHynbl. MoryT ObiTb 3aTPOHYTHI ApTEPUN CPESHUX Pa3MEPOB U fpyriue KPOBEHOC-
Hble cocyabl

Backynut, accounnposaHHbIi

¢ AHLA:

— MPO-AHLIA (c uMMYHHbBIMK
KOMMNJeKcamu K muenone-
pokcupase HeirTpothunos);

— PR3-AHLA (c MMMYHHbIMY
KOMMNeKcamm K npoTenHa-
3e 3 HeiiTpodunos)

HekpoTuyeckuit apTepuuT, NpenmMyLiecTBEHHO NOPaXalowWmnii Kanunaapsl, BeHybl, apTepuosl
¥ HebosblIMe apTepuy, accoummpoBaHHsblit ¢ MPO- unu PR3-AHLIA. AHLIA npucyTcTByioT

He y BCex nauMeHToB. B anarHo3se f06aBnsoT npeduKC, yKa3biBalOWMIi peakTUBHOCTb 3TUX
aHtuten (MP3-AHLA, MIO-AHLA), nu6o nuwyt «AHLLA-oTpULaTeNnbHbIi»

MuKkpockonuyecknit nonu-
aHrumuT

HekpoTuyeckuit apTepuuT, NpenmMyLLecTBEHHO NOPAXAIOLWMIA Kanuaaspbl, BEHY/bl, apTePUObI
U HebonblwHe apTepun. MoryT 6bITb NOPaXKeHb APTEPUM MaNbIX

W CpefHUX Pa3MepoB, 4acTo ObIBAIOT 3aTPOHYTHI IETOUHbIe Kanuinsapsl. O4eHb pacnpocTpaHeH
HedpoTuyeckuit rmomepynoHedput. [paHynemaro3Hoe BocnaneHne oTCyTCTBYeT

[paHynemaros c noaunaH-
ruutom (rpaHynemaros
Berenepa)

HekpoTuyeckoe rpaHynemato3Hoe BocnaneHue, 06bI4HO 3aTparmBaloliee BEpXHUE U HUXKHUE
AbIXaTeNbHble NYTH, U HEKPOTUYECKMIA BACKYNNT, MPEUMYLLECTBEHHO NOPAXAIOWMNIA Kanuansapsl,
BEHY/bl, apTepuoNbl U HebonbluMe apTepuu. PacnpocTpaHeH HEKPOTUYECKUI ToMepynoHedpuT.
Y neteit xapakTepu3yeTcs Kak MUHMMYM TPEMSA M3 WEeCTU NPU3HAKOB:

® ructonaronorus (rpaHynemaro3Hoe BocnaneHue);

® ropaxeHue BEPXHNUX fblXaTeNbHbIX NyTel;

® 1TapUHrOTPaxe0BPOHXMANbHbIN CTEHO3;

® nopaxeHue nerkux;

® AHLA-nonoxunTenbHoCTb;

® nopaxeHue noyek

J031HOUNbHBIN FpaHynema-
TO3 C MOMIMAHTUNTOM
(cunppom Yappwa —
Crpocc)

HacblweHHoe 303MHOdMNaMmn HEKPOTUYECKOe PaHyNeMaTo3HOoe BoCnaneHume

C NpenMyLecTBeHHbIM NOPaXKEHNEM MENKUX U CPeHMX COCYA0B, YACTO 3aTparmBaiolyee Ablxa-
Te/ibHbIE MYTU U aCCOLMMPOBAHHOE C BPOHXMANbHOM acTMOM U 303uHoduAneir. AHUA onpegens-
foTcs Haubonee YacTo, e NPUCYTCTBYET roMepyoHedpuT

4. BacKynutbl Menkux
COCYA10B, CBA3aHHbIE C
nopaxeHnem UMMYHHbIMU
KOMNneKcamm

BacKynuTbl C UMMYHHBIMU KOMMEKCAMKU, 06Pa30BaHHBIMU UMMYHOMOBYAMHAMN U/UIN KOMMOHEH-
TaMy KOMMIEMEHTA HA CTEHKAX COCYAO0B, NPEUMYLECTBEHHO 3aTParuBalolWe Kanuaisapsl, BEHYbI,
apTepuonbl 1 HeGonblumne apTepuu. PacnpocTpaHeH momepynoHedput

AHTU-TBM-Backynut

BackynuT, nopaxaloLnii rmomMepynspHblie KanuAnspbl U/Uam Nero4Hble Kanuanapsl, C HaKonne-
HUEM ayTOaHTUTEN NPOTUB KNeTOK 6a3anbHbix MeMOpaH. MopajxeHue Nerkux Bbi3bIBAET NETOYHOE
KpOBOTEYEHWe, a MOpaXeHWe NoYek — rMoMepynoHedpUT C HEKPO30OM KaHanbLeB

KpuornobynuHemmnyeckuii
BACKyUT

Backynut ¢ HakonneHuem KpUormoOyMHOB, NOPAXKALWMUIA MeNKUe COCyabl (NPenMyLLeCTBEHHO
Kanuinsapbl, BEHYbl U apTEPUOIbI) U CBA3AHHbIA C KPUOTNOBYNMHAMU B CHIBOPOTKE KPOBU. YacTo
ObIBAIOT MOPAXKEHbI KOXA U IMOMEpPYNAPHbIA annapar noyex

IgA-BackynuT (Backynut
LlenneitHa — leHoxa)

Backynut ¢ IgA-LOMUHMPYIOWMM UMMYHHBIM HaKOMNEHMEM, NOPaXalolLNii MefKne Cocyabl
(npenmylLeCcTBEHHO KanuUANApbl, BEHYNbl UK apTepurobl). YacTo 3aTparnBaeT KOXy W Kuley-
HUK, HEepefKO CNYXMUT NPUYMHON apTpuTa. MoXeT Bbi3biBaTb BACKYIUT, HEOTAUYUMbIN OT IgA-
Hechponatum.
KnaccudukaunoHHble KpuTepun Ans feTeli BKNIOYAIOT anaepriyeckyto nypnypy uan netexuu
(06s13aTeNbHO) C AOMUHUPOBAHNEM B HUXKHNUX KOHEYHOCTAX MIKOC OAWH U3 YETbIpeX MPU3HAKOB:

® 60/11 B XMBOTE;

e ructonaronorus (BbifiBneHue HakonneHus IgA B 6uontare);

® apTPUT UAK apTpanrus;

® nopaeHue noyek

TMNOKOMNAEMeHTapHbIif
(antn-C1q) Backynut

BackynuT, conpoBoXaeMblii annepruyeckoil Cbinbio U TMNOKOMNIEMEHTEMUEN, NOPAXKAIOLW Wil
MefiKue CocyAbl (MpenMyLLecTBEHHO KanUANAPbl, BEHYbI MW apTEPUONbI) U aCCOLMUPOBAHHBIN
c aHtutenamu k C1g. Yacto passusalotcs rmomepynoHedpuT, apTput, 06CTpyKTUBHbIE 3a60seBa-
HUS NErKNUX U NOpaXKeHUs mas

5. BacKynutbl, CBA3aHHbIE
C cUCTeMHbIMU 3a6oseBa-
HUAMU

BackynuTbl, CBA3aHHbLIE C TEM MM UHBIM CUCTEMHBIM 3a060N€BaHNEM UMK BO3HUMKAIOWME BTO-
PUYHO MO OTHOLWEHUIO K CUCTEMHOMY 3a601eBaHNIO (Bbl3BaHHblE CUCTEMHBIM 3ab0neBaHueM).
CuctemHoe 3aboneBaHne yKa3biBaeTcs B AuarHose (Hanpumep, peBMaToUAHbIN

BACKY/NUT).

Backynutbl 63 JOMUHUPYIOLLETO TUNA NOPAXEHHbIX COCY/AOB, 3aTParMBaloT COCyAbl Nt06oro pas-
Mepa (KpynHble, Manble, CpeHuUe) U TUNa (apTepuu, Kanun-

NApPbl, BEHbI)
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Tpynnbl/BackynuTel

OnpeaeneHus

bonesHb bexueta (bb)

BackynuT, Bo3HUKalowWwui y naymeHToB ¢ bb, nopaxaet aptepun. ina bb xapaktepHa pekyppeHT-
Has athTo3Has A3Ba POTOBOI NONOCTU M/UAKN NONOBBIX OPraHOB, CONPOBOXAAEMas BOCNANUTENb-
HbiMu nopaxeHuamu LHC, koxu, mas, KT u/unu cyctaBos. YacTo BO3HWKAIOT BACKYAUTLI MablX

cocynoB, TPOMBAHTMKT, TPOMOO3, apTEPUNT M apTepUabHbIE aHEBPU3MbI

Cunpgpom Korawna (CK)

BackynuT, Bo3HMKalowmit y nauneHToB ¢ CK, xapakTepusyeTcs BOCNANUTENbHBIMU NOPAXEHUAMY
OpraHa 3peHus 1 ciyxa, BKIIYAKWMMU UHTEPCTULMANBHBIA KEPATUT, YBENT, SMUCKIEPUT

1 60/1€3Hb BHYTPEHHErO yXa, B TOM YMC/le HEPOCEHCOPHYIO TYrOyX0CTb, U BECTUOYNAPHOI Auc-

dbyHKumeit. NposBAEHUSAMU BACKYANUTA ABNSIOTCA apTEPUUTBI (MasibIX, KPYMHbIX U CPELHUX apTe-
puit), aOpTUT, aHEBPU3MA A0PTbI, MUTPASbHBIA BACKYINUT U BACKYNUT a0pPTbl

BackynuT c nopaxeHuem
O[HOTO OpraHa

BackynuT apTepuit 1 BeH Nto6oro pasmepa B OAHOM opraHe 6e3 yKasaHuil Ha OrpaHUYeHHbIi
CUCTEMHBIif BacCKynuT. B Ha3BaHWM 3a60neBaHNA yKa3biBAIOT NOPAXKEHHbIA OpraH U COCYAb
(Hanpumep, CMCTEMHbIA BAaCKYANT LEHTPaNbHOrO HepPBa, TECTUKYNAPHBLIA apTepuuT). Jlokanusaums
BaCKy/MTa MOXeET GblTb 0AHO(OKYCHOI U MHOrOGOKYCHON (ANt dy3HON) B Npefenax 04HOro
opraHa. Y HeKoTOpbIX NaLMEHTOB C BaCKYIMTOM, MOPaXalolLuM OfMH OpraH, 0TMe4aloTcs Aono-
HUTeNbHblE NPOABNEHUs 3ab0NeBaHUS, KOTOPbIE MOTYT NEPEpPacTH B OfMH U3 CUCTEMHBIX BACKYM-
TOB (HanpuMep, KOXHbI apTepuuT No3xe MOXKET CTaTb CUCTEMHbIM Y3€JKOBbIM NepuapTepumTom)

6. Backynutsbl ¢ ycTa-
HOBJIEHHOW 3THOJIOTUEN
(vHpeKuMoHHOTO UK
o6MeHHOro xapaKkrepa)

BackynuTel, cBA3aHHbIE C BO3MOXHOI cneuuduyeckoit aTnonorueii. B gnarHose nepep HasBa-
HueM 3aboneBaHns yKkasbiBaloT npetuKc, onpegensiowmnii cneyuduky ceasu (Hanpumep, rugpa-
3WH-acCoLMMPOBAHHBIA MUKPOCKONWYecKuit nonuanrumut, HBV-accounmpoBaHHbIit BaCKynnT)

[Tpumeuanme. AHIIA — amrunedTpoduAbHBIE HUTOIAaZMaTHYeCKHE aHTHTEAd; DM — raomepyaspHas

6azaapmas memOpana; KKT
BUpYC rermatuta B.

Y neteit ¢ IgAB/MNLUT yawe nposensercs cyctaBHas 60/b, XoTs
CyCTaBbl OfMHAKOBO 3af€CTBOBAHbI Y [eTeil U B3POC/HbIX B
thopMe onuroaptputa KpynHeix cyctaBos. CornacHo 6onblKH-
cTBY uccnepnoBanuii, BamaHue Ha KT y peteit u B3pocnbix He
pasnuyaeTcs, OfAHaKo uMetoTcs coobuieHus o 6onee BbICOKOW
BEpOATHOCTM Auapeu y B3pocabix ¢ IgAB/MLWIT [50]. Ons
peTeil bonee xapakTepHbl 60U B KMUBOTE KaK MNEPBUYHbIN
CUMNTOM, YTO BbI3bIBAET HEOOXOAMMOCTb AnUddepeHLManbHO
LMArHOCTUKM C UHBArMHaUMen KUIWEYHNKA C y4acTUeM JeTCKUX
xupypros [27]. MopaxeHue noyek npu IgAB/MLUT, onpege-
nfouee AOArOCPOUHBIA NPOrHo3, BbiiBNeHo y 20-55% peTeit
¢ IgAB/MWT u y 49-83% B3pocnblX, y NocnefHux ¢ Hebnaro-
NpUATHBIM UCXOfOM [47]. bonee nerkue nopaxeHus nouyek,
BKJIKOYAIOWME W30NMPOBAHHYI MUKporemartyput, bonee pac-
NpoCTpaHeHbl y AeTell, B TO BPeMs KaK TAXesble COCTOAHUS,
Takue Kak HedpoTUYECKMIt CUHAPOM W MoYeyHas HepocTa-
TOYHOCTb, Yalle BCTpeyatoTcs y B3pocnbix [20]. XpoHuyeckas
novyeyHas HepocTatouyHocTe npu IgAB/MWT 3adukcuposaHa
y 8-68% B3pocnbix nauueHto [20], a y AeTel — TONbKO
B 1,8—15% cnyyaes [22].

Cneumnduyeckne nabopatopHsie Tectsl ans IgAB/MLUT oTcyT-
CTBYIOT; CpPaBHEHMWe pe3ybTaToB N1abopaTopHbIX aHaNM30B AeTeil
u B3pocnbix ¢ IgAB/MLUT He BbIABMAO ABHBIX pa3nnuuii [20, 22].

PaHHee nposBneHue 3aboneBaHUs CBA3AHO C MOPAXeHW-
em XKT, nosgHee nposiBneHWe M camas MaBHas NpuUYuHa
HebNaronpUATHOTO MCXOAA 3aK/KYAIOTCA B MOPAXEHNUN NOYeK.
Y peteit neyexue IgAB/MLUT rnaBHbIM 06pa3oM KOHCepBaTUB-
HO€, MOCKOJIbKY MPOABNEHUA MOPAXEHUA MOYEK Y HUX OObIYHO
He TpebyloT nedyeHus. ApTPUT XOpOWO NOAJAETCA Tepanuu
HMBM. Mpu Taxenbix nopaxeHnuax koxu u XKKT HasHavatoT
KOPOTKUI KypC KOPTUKOCTEPOWMAOB ANs npuema BHyTpb. Kak
noKasanu KOHTpONMpyeMble UCCNefoBaHUS, KOPTUKOCTEPOUSbI
He npefoTBpallalT 3a6onesanHuit nodek [11].

YeTkue pekoMeHAaLum, Kacalolwmecs nokasaHuii Kk Guoncum
noyek, OTCYTCTBYIOT; Kak NpaBuio, ee [enaioT nauueHtam c
OCTPbIM HE(POTUYECKUM CUHLPOMOM U/UAW C MpOTeUHypuei
HetpoTMYeckoro reHesa. [lOCKONbKY NleyeHne naLMeHTOoB C

xkeAayAouHO-KkuredHsrd TpakT; IIHC — nenrpasbmas mepsran cucrema; HBV —

Hedputom npu IgAB/MLUT He pernameHTMPOBAHO, NPU TAKENOM
NOpaXeHUn NoYeK NPUMEHSAIOT KOPTUKOCTEPOUABl B COYETaHWUM
C TaKUMKU UMMYHOCYNPECCUBHBIMK NpenapaTtamu, Kak LuKnocno-
pUH, azatnonpuH unu uuknodocdammg [55].

Takum obpasom, IgAB/MLUT y peTeil sBnseTcs pobpokave-
CTBEHHbIM 3a60s1eBaHNEM, He TpebYIOWMUM NedeHuns. Y B3poCbx
IgAB/MLT npotekaet B 6onee Taxenoi hopme 1 npeacTaBaseT
OMACHOCTb B CBA3M C YacTbiM MopaxeHuem noyek. YKeHwuH
0C0BEHHO 0ecnoKouT yxyalweHue GYHKLMM MOYEK BO BpeMs
GepemeHHOCTH [45].

Backynut, accouMUpoBaHHbIi C aHTUHEUTPOGUIIbHBIMY
LMTONNA3MaTUYECKUMMN aHTUTENAMM

BackynuTbl, accouMmpoBaHHble ¢ aHTUHEATPODUABHBIMU LUTO-
nnasmatuyeckumu antutenamu (AHLLA), BkntoyaloT rpaHynematos
¢ nonnavruutom (T, paHee — GonesHb BereHepa), MUKpOCKO-
nuyeckuit nonnaurumt (M), 303MHOGUNBHLIA FpaHynemMaTos
¢ nonuanruutom (3T, paHee — cuHgpom Yapmxa — Crpocc)
1 3a60n1eBaHNA OTAENbHbIX OPraHOB, TaKWEe Kak MOYeYHblii BacKy-
aut [7]. Detn pegko 6onetor AHLA-accoummnpoBaHHbIM BacKyu-
TOM, HO OH COMPOBOXAAETCA TAXKENbIMU NPOABNEHUAMU U XapaK-
TEepU3yeTcs BbICOKOW CMEPTHOCTbI, 0COOEHHO MPW BbIABIEHUM
3aboneBaHus Ha no3gHeit ctagum [2]. KnaccudmkaumoHHble
kputepuun T nepeuyncneHsl B mabauye. Ons peteit ¢ MM u 3N
KnaccubuKaLMoHHbIE KPUTEPUM OTCYTCTBYIOT — B 3TUX CIy4asx
npuMeHsioT obwue onpepenequs (Yanen-Xunn, 2012).

C KIMHUYECKOW TOYKM 3pEHMSA MOJIe3HO paccMaTpuBaThb ABE
topmbl IMl: npenmyLLecTBEHHO rpaHynemMaTosHyo GopMy ¢ ras-
HbiM 06Pa30M NOKaNM30BaHHbLIM 3a60N1E€BAHNEM U XPOHUYECKUM
TEYEeHWEeM W MPOrpeccupyrLLyilo, «UCTUHHYIO» OCTpylD (opMmy
BACKYNUTA MENKUX COCYAOB, XapaKTepu3yloWyCca THKeNbIMU
NIErOYHLIMU KPOBOTEUEHUAMU W/UAN LPYTUMK TAXKENbIMU KIN-
HUYeckumMn npossneHuamu [7]. Kak y getei, Tak 1 y B3poCabIx
3TV ABa KPYMHbIX NAaTOreHHbIX NPOLLCca MOryT NpoTeKaTb OfHO-
BPEMEHHO unu nocnefosarensHo. B uccneposannu Belostotsky
u coasT. y 17 peteit ¢ [Tl BbiABNeHa cnepylolwas yvacToTa
CUCTEMHBIX HapylweHuin: 87% — pecnupatopHble; 53% —
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noyeyHble; 35% — oTopuHonapuHronoruyeckue; 53% — Kocrt-
HO-MblWeYHble; 53% — rnasHble; 12% — HeBponoruyeckue;
53% — KoxHble [4]. Mo pe3yneratam uccnegosanus Cabral u
C0aBT., NPOBeAeHHOro ¢ y4actuem 65 feteit ¢ [T, nopaxeHue
noyek pa3suBanoch B 75,4% ciydyaes, iManu3 Obin HEOOXOANUM
7 nauueHTam u3 65 (10,8%) ny ogHoro pebeHKa npucyTCTBOBa-
710 NopaKeHue noyek nocnepHei craguu [9]. NpudausutensHo
y 73,5% B3pocnbix nauueHtos ¢ [Tl 06HapyXuBaKOT rMCTONOMU-
yeckue NpusHaku rmomepynoHedputa [49].

[pu cpaBHeHUM [ETCKOM M B3POCNOW KOropT naLMeHTOB
BblJe/IeHbl Pa3IMyns B YaCTOTE HEKOTOPBIX KTMHWUYECKUX NPOSB-
NIeHuit 3a60neBaHnA: y B3POC/bIX Pexe HabnoaalTCs cucTem-
Hble cUMNTOMbI (NOBbLIWEHHAA TeMMepaTypa Tena, noTeps Macchl
Tena), nopaxeHus Nop-opraHoB (POTOBbIE/HOCOBbIE A3BbI, XPO-
HUYEeCKUI UIW PeLMLUBUPYIOLWMNI CPeLHUIA OTUT/HApYLIEHNS
cnyxa), MOpaXeHus AblxaTeabHOW cucTembl (CTeHO3 Tpaxewn/
3H[0OpPOHXMANbHAA 0BCTPYKLMA, KpOBOXapKaHbe/anbBeonsp-
HOe KpOBOTeYeHWe) W noyek (rematypus Unu 3puTpoLUTapHbIe
LMAUHAPDI), @ TaKXKe Bblle BEPOATHOCTb BO3HUKHOBEHUS KOH-
LYKTUBHOM TyroyxocTu [6].

Ona knuHuyeckmux npoasneHuin MIT TMAWYHBI CTpEMUTENBHO
NPOrpeccUpytoLLMin INOMepynoHedpPUT U anbBEONAPHOE KPOBOT-
eyeHue, xoTa (aKTUYECKM MOXeT ObiTb 3aTpoHyTa cocyaucTas
cuctema obbix opraHoB. Y 75-80% B3pOC/bIX BbIABAAIT aHTH-
Tena K muenonepokcupase Heiitpodunos (pAHLUA/MMO-AHLIA).
NatoreHHocTs MMO-AHLIA ycTaHoBfeHa Ha 3KCMEpUMEHTaNbHbIX
Mofensax, onMcaHa TpaHcnnaleHTapHas nepefaya aHTUTeN K HOBO-
poxgeHHomy [6]. MoueuHble dopmbl M onucaHbl Kak gns aeteil,
TaKk U Ans B3poC/biX. Kpome MMenonepoKcuAasbl, K aHTUreHam
AHLIA oTHOCAT npoTenHasy 3, naktotheppuH, anacrasy, 6enok BPI
n KarencuH G. [lnarHocTMyeckum TeCTOM CNYXKWT METOA Henps-
MOV UMMYHO(AYOPECLEHLMM C MCNONb30BAHNEM HENTPODUIbHBIX
nenKoLnToB. XOTA UMEIOTCA KNaccuyecKne onncaHna nopaxeHus
noyek U nerkux npu MM, KNMHULUCTaM He cnepyeT 3abblBaTh O
BO3MOXHbIX MAaTONOrMYECKNX U3MEHEHNAX APYTUX OPraHoB.

B HepaBHeM 0630pe 33 cnyyaes 3Ty feTeit y Bcex NaLueHToB
OTMEYeHbl 3HauYuUTeNbHas CTeneHb 303MHOGUANKU nepudepuye-
CKOIt KpoBM W BpoHxuanbHas acTma. bonee Toro, mpakTUyecku
y BCeX NaLMeHTOB MpefCTaB/ieHbl TMCTOAOrMYeCcKUe NPU3HAKK
303uHoGUANK u/vunu Backynuta [55]. AHUA npwu 3T o6Hapye-
Hbl TONbKO Y 25% feTeit n'y 38% B3pocnbix nauneHToB. B otnnyne
OT B3pOC/bIX, Yy A€Tell valye HabNIOAIT CEepAeYHO-NErouHble
HapyleHus, B TOM yucne kapauomuonaruto (42% petent u 24%
B3pPOC/bIX) U NeroyHble nHhunbtpatl (88% peteit u 59% B3poc-
NbIX). Y 6ONbHbIX [ETCKOro BO3pacTa BbisBNeHbl Gonee pefkue
nopaxeHus nepucepnyeckux Hepeos (39% aeteit n 69% B3poc-
nbiX) v 6onee BbicOKas NeTanbHOCTb (19% aeTeit n 5% B3pocnbix).
CnepyeTt 0TMETUTH CNOXHOCTb AnddepeHLManbHON AMarHoCTUKu
y Aeteit mexpy MM, nepBUYHBIMK TUNEP303UHOMUNbHBIMU CUH-
LPOMaMW U 303UHO(UNBHOI NeilKeMUeil; Ype3BblYaiHO BAXHO
YCTAaHOBMUTb TOYHbIN AMarHo3, onpeaenaowmnin COOTBETCTBYOLMUNA
TepaneBTUYECKMUIN NOAXOA U Pe3ynbTaTbl NeYeHns.

Mockonbky npu AHLA-accoumMmpoBaHHbIX Backynntax Haubo-
flee OMAcHO NOpaXkeHWe noyek, TO NocCnefoBaTeNbHas Tepanus
y 3TUX OONMbHbIX HAMpaB/ieHa Ha COXpaHEHWE MOYEeYHO (yHK-
umu. Jleyenne AHLA-accoummpoBaHHbIX BacKynuTOB y feTen B
LUMPOKOM CMbIC/IE @aHaNOrMYHO TaKOBOMY Y B3POC/IbIX U BKIKOYAET
KOpTUKOCTepouzbl, uuknodocdamug n nnasmadepes no nokasa-
HUAM (0COGEHHO MpU BOCMANEHUM JIETOYHbIX KanWaiApoB u/uam
6bICTPO NPOrpeCccUpyioLLEM IETOYHO-MOYEYHOM CUHAPOME).

Y B3pocnbix U AeTeil BHYTPMBEHHOe BBeAeHMe Luknodoc-
tamupa Gonee npeanoyTUTENbHO, YEM HEMpPEpbIBHbIA Npuem
umknodochammia BHYTPb B CBA3N C NMOHWUKXEHHOW CyMMapHOW

[030/ W MeHbluei 4acTOTOW HeWTPONeHWYecKoro CUHAPOMA
y B3pPOC/bIX MALMEHTOB, XOTA U 6e3 xopolei A0Ka3aTeNbHoi
6asbl y fgeteit [7]. AueTuncanuuunoBylo KUCNOTY B aHTUArpe-
raHTHbIX fo3ax (no 1-5 mr/kr/cyt, o6b4HO no 37,5-75,0 mr/
CyT) NPUMEHSAIT AAS YMEHbLIEHWUA pucka TPomOO30B, CBS-
3aHHbIX C 3aboneBaHueMm [36]. [Ins AOCTUXEHUS peMUCCHUU
nauueHTam c orpaHuyeHHsiM Il Ha3HaualT MeToTpeKcar, Ho Y
peteit ¢ AHLLA-accouumnpoBaHHbIM BaCKYIMTOM €r0 UCMOMb3YIOT
penko. Mpu neyeHun rpaHynemarosa BereHepa, oco6eHHO npu
MOpaXeHWN BEPXHWUX [blXaTeNbHbIX MyTEeW, 4acTo NpUMEHs-
toT Ko-Tpumokcason ans npodunakTUKM ONNOPTYHUCTUYECKON
MHMEKLMN 1 CHUXKEHWA YaCcTOTbl PeLanBOB MHMEKLNI BEPXHUX
AblxaTenbHblx nyTeld. PekomeHpaumm no aAnTeNbHOCTU NOAAEp-
XUWBaloOLWe Tepanunm 0CHOBaHbI Ha KNMHUYECKNX UCCNeA0BaHu-
AX Y B3POCAbIX U NPeAnoNoXeH!N 0 BbICOKOM PUCKe peunpmnBa
NpW NpeKpalleHnn Tepanuu, No3ToMy nociefoBatenbHas NOA-
AepXuBaloLLas Tepanus o6blYHO ANUTCA HeCcKonbko neT [39].

[Ins peteit n B3pocCiblXx pa3pabaTbiBalOT HOBblE MMMYHOCY-
npeccuBHbIe Npenapatbl U GUONOTUYECKUE UMMYHOMOLYNATOPLI,
TaK KaK NpuMeHeHue uuknodochammuma MoxeT cnocobCcTBOBATL
npucoeauHeHN0 MHBEKLNUM K OCHOBHOMY 3a60/1eBaHMI0, @ TaKKe
no npuynHe Toro, 4to y 50% nauuentoB AHLLA-accounmpoBaH-
Hblil BAaCKYNUT PELMAUBUPYET NPU CHUXEHWUU [O3bl AU OTMEHE
npenapara. B HacToswee BpeMA NPOXOAAT KAMHUYECKUE WUCMbI-
TaHWA y AeTell NevyeHuns, BKIKOYAIOLWEro NpUMEHeHne MuKode-
Honata modetuna U putykcumabda [6]. OnybnuKoBaHbl faHHbIE
06 3¢eKTUBHOCTU PUTYKCMMaba Npu LOCTUXKEHUM PEMUCCUM
y B3pocnbix ¢ AHLLA-accoummnpoBaHHbiM Backynutom [30], nony-
YeHbl ONTUMUCTUYHBIE Pe3ynbTaThl MPeABapUTENbHbBIX UCCNeRo-
BaHWi1 Buonormyeckon Tepanum y geteit [15].

HecmoTps Ha Heocnopumble TepaneBTUYECKUE ycnexw,
JocturHytele 3a nocnegHue 10 net, AHLA-accoummnpoBaHHbIn
BACKYNUT MO-NPEXHEMY CBA3aH C BbICOKOW 3ab60/1eBaeMoCTbI0
M CMEpTHOCTbI0 KaK Cpeau [eTel, TaK W CPeau B3POC/biX.
0cobyto 03a0604EHHOCTb BbI3bIBAIOT HEOOPATHMbIE NOBPEXAEHUS
OpraHoB, BK/lOYaloLMe MOYEYHYI0 HEeAO0CTaTOYHOCTb, TAXENoe
nopaxkeHue AbIXaTesbHblIX NyTel U OCNOXKHEHMWSA, CBA3AHHbIE C
Tepanuei, Hanpumep cencuc. K coxaneHuto, pacnpocTpaHeHbl
NOBpeXJeHUs OPraHoB Ha NpefuarHoCTUYeckoi dase 3abone-
BaHusA, Tak Kak AHLIA-accounnpoBaHHblit BaCKynUT HeTUNUYeH
BAA fieTell, Bpaumn naoxo o HeM MH(OPMUPOBaAHbI U NOCNEA0Ba-
TenbHas paHHAA AMArHOCTUKA CUIbHO 3anasgasiBaet. B nccnepo-
BaHuu Belostotsky u coasT. netanbHocTb feteii ¢ I coctaBuna
12% 3a 17-netHuit nepuog [4]. Cpean peteii ¢ MIN netanbHocTb
BO BPEMs [LONTOCPOYHOTO HabNIOAEH U NefuaTpamMu BapbUpoBa-
na ot 0% o 14% [30]. MATUNETHASA BbIXKUBAEMOCTb B3POC/bIX
6e3 HapylweHni GyHKUMKU noyek cocTasnseT 95%, nayueHToB
c GonesHsamu nodek — 70% [38]. JletanbHocTb y aeteit ¢ M
pocturaet 19%, y B3pocnbix — 5% [56].

VY3enKkoBblit nepuaprepunt

Y3enkosblii nepuaptepunt (Y1) — nepBUYHBIA CUCTEMHbIN
HEKPOTU3MPYIOLLMNIA BACKYIUT, NPEUMYLLECTBEHHO MOPAXatoL i
cpepHue cocynbl [14]. Yactota 3a607€BaeMOCTM Yy B3pOC/bIX
cocTaBnsier 2-9 : 1 000 000 B ron; BepoATHO, AETU BONEIOT pexe,
XOTA 3MUAEMUONOTUYECKUX [aHHbIX O 4acToTe 3aboNeBaHUs B
LETCKO/ nonynAauMM HefoCcTaTouHo. B HekoTopbix YacTax cseTa
YI 3aHuMmaeT TpeTbe MecTO MO pacnpocTpaHeHHocTu cpepun CB
nocne IgAB/MNLUT u 6one3Hn Kasacaku [41]. Y B3pocibix 60sib-
WWHCTBO C/ly4Yaes 3ab0eBaHMA NPUXOAUTCA Ha BO3pacT 25-50
NeT; nuK 3abonesaemoctun y feteit — 9-10 net [17]. Cpeau peTeit
ManbyukW 1 [LEBOYKM B PaBHOII CTeNeHU nojBepxeHbl 3abosesa-
HWI0, TOTAA KaK cpeam B3pocnbix YIT valle BCTPeYaeTCa y MyKUMH.
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CywecTByiloT reHeTudeckne hakTopbl, npegpacnonarawume
K passutuio YI. B Typuum nsyyena B3ammocssasb YIy peten ¢
myTaumamu B reHe MEFV, cBA3aHHOM C CeMeNHOW Cpefn3eMHOo-
MOPCKOi nuxopapkoi. CornacHo uccnefoBaHuto, No KpanHei
Mepe B HEKOTOPbIX rpynnax, rae obHapyeHbl yacTble MEFV-
MyTauuu, BocnpuumynsocTb K YI1 nosbiwera. HegasHo y nauu-
€HTOB ¢ cumnTomamm YI 66 onucaHbl MyTauuu B reHe CECRI,
Kooupylolwem ageHosnHaesamuHasy 2 (ADA2). 3aboneBaHue
COOTBETCTBYET BCEM KnacCU@UKALWOHHBIM KpuTepuam VI,
4TO CBUAETENbCTBYET O BO3MOXHOCTU MOHOreHHbix Y[ [55].
HecmoTps Ha OrpaHMYeHHOE KONMYeCTBO AaHHbIX, feduumt ADA2
NOYTM HABEPHAKA CAYKWT NPUYMHON 3ab60NEBaHUA HEKOTOPbIX
nauueHToB ¢ YIN [40]. [lpyras HeaaBHO onucaHHas ayToBoCna-
NuTeNbHas 6oNe3Hb C OTYETNUBLIMU COCYAUCTBIMU U JIETOYHBIMY
HapylWweHuaMK, HanoMuHalowas YI, Bbi3biBaeTCA MyTaLuUaMU B
reHe, Koaupylolem benok-ctumynatop uHtepdepoHa (STING),
u o06o3HayaeTcs kak STING-accouuMMpoBaHHas BacKynonatus c
nposiBAeHneM 3abonesaHus B MnageHyectee [33].
KnaccudukaumonHele kputepun ana YN y peteit npepcras-
NeHbl B mabnuye. Hecneunduyeckne cucteMHble NposiBiEHUS,
TaKMe KaK HefjOMOraHue, NUXOpafKa, NoTeps Macchl Tena u
HapylleHue (yHKUMA OMOpHO-ABUraTeNbHOrO annaparta (6onu
B CyCTaBax W MbIWLAX), @ TAKKE KOXHbIE MPOABNEHUS ABNAIOT-
€A XapaKTepHbIMK YepTamu 3abonesaHus [17, 41]. Y peteit YN
3aTparuMBaeT pasfnyHble CUCTeMbl, Haubonee CUAbHO Nopaas
KOXHbI MOKPOB, ONOPHO-ABUraTeNbHbI annapar, nouku u XKT;
CepAeyYHble, HEeBPONOrNYeCKNe W pecnupaTtopHblie CUMNTOMbI
BCTpeyaloTcsa pexe. B MHOroueHTpOBOM MCCNeA0BaHNM, B KOTO-
pom yyacteosanu 110 geteii ¢ YI (63 nauneHTa — € CUCTEMHbIM
VM), KOXHble NMOpaXeHWs 3aperucTpupoBaHbl y 92 yesnosek,
vy 71,4% vmennce Mnanrum [41]. B Tom e nccnegosanum runep-
TeH3ua onucaHa B 43 cayyasx, y 11,1% nauueHToB BO3HWUKIM
HapyleHua (yHKLMN NoyYek BO Bpema 3abonesanusa u y '/,
nauueHToB Habntoganu nopaxenus LHC; HapyweHus ceppeuy-
HOW W neroyHoit GyHKumit npossunuce B 14% un 11% cnyyaes
COOTBETCTBEHHO. B MHOrOLEHTPOBOM peTpoCcneKTUBHOM ucche-
LOBaHWUU C yyacTuem 348 B3pocnbix naumeHTos ¢ YN Haubonee
yacTo oTMeyanu obume cumntomsl (93,1%): nuxopapky (63,8%)
¥ noTepto maccel Tena (69,5%), a Takxe muanruto (58,6%) n 6onu
B cycTaBax (48,9%), HeBponoruyeckue Hapywenus (79,0%), ypo-
Nlornyeckure 1 noyveyrsle npossneHuns (50,6%), nopaxeHune KOXu
(49,7%) v xenyao4Ho-KuwweyHble HapyweHus (37,9%) [14].
Kak npaBuno, pe3ynstarbl 1ab0paToOpHbLIX aHaNM30B [EMOH-
CTPUPYIOT NENKOLNUTO3 U TPOMOOLMTO3 HApALY C MOBbIEHHO
KOHUeHTpauueit 6enkos ocTpoii hasbl BocnaneHus. AHLLA o6bly-
HO OTCYTCTBYIOT. MONOXKNTENbHBIA pe3yNbTaT CepoNornyeckoro
nccnepoBaHus Ha renatut B gns peteit ¢ Y HetunuyeH. Kpome
TOro, €C/IN CYUTATb BACKYIIUT OfHUM U3 NPOABNEHNUIA UHPEKLUM
renatuta B, 10, B coOTBETCTBMU C HOMeHKnatypoit 2012 r., ero
cfepyeT OTHEeCTM K BaCKyAUTaM C yCTaHOBAEHHOI 3TUOOTHed.
[laHHble nccnepoBaHM MOYEK YKa3biBAOT Ha MOpaXeHue
CpefHNX apTepuit 4O MOMEPYAAPHBIX KaNWANAPOB, B 4aCTHOCTU
Lonesblx U AyroBbix aptepuit. COOTBETCTBEHHO, B KIWHWYe-
CKOW KapTMHe HAbMOJAIOTCA NPOTEMHYPUS PA3UYHOI CTene-
HU ¥ HeGonblas rematypus. HeKpOTUYECKMit BAcKynUT 3TUX
apTepuii MOXEeT NMpUBECTM K PaCNpOCTPAaHEHHbIM apTepuanb-
HbIM W3MEHEHUAM, HabNojaeMbIM C NOMOLLbID apTepuorpaduu.
Knaccuueckumu BbiBOfaMu aHruorpaduu ABAAIOTCA aHeBpU3-
MaTWyecKkne paclMpeHus, OfHAKO BO3MOXHbI U Jpyrue usme-
HEHWs apTepuanbHOro NpoCBeTa, yKa3blBaloWMWe HA BACKYNMUT:
M3BUTOCTb, Pe3KOe NpepbiBaHMe, CyXalLWNIACA CTEHO3 COCYA0B
MeHbLUEero NopAfKa M oTceyeHne nepudepryeckoro NoYe4Horo
apTepuanbHOro aepesa. Takue uameHeHus HabnAaloT Uy ae-

Tei, 'y B3pocnbix. Mockonbky npu YN 06blYHO GbIBAOT 3aTpo-
HYTbl apTEPUM MeHbLIEro Kanubpa, To «30/0TbIM CTAaHAAPTOM»
pafuvosornyeckoil AuarHocTUkM Gonee npusHaHa uudposas
cyOTpaKLUMOHHas apTepuorpadus c 0b6bIYHbIM KAaTETEPOM, YeM
HeAaBHO BBeJEHHbI MeTOA HeMHBA3MBHOMN aHrnorpadum.

Tepanus pns gocTxeHus pemuccuu npu Y obbIYHO BKAIO-
4aeT NpUMeHeHWe BbICOKWX A03 KOPTUKOCTEPOUAOB U LMKIO-
tdochamunaa; no [LOCTUKEHUN PEMUCCHMM YACTO NPOBOLAT NOA-
LEepPXMBAIOLLYI0 Tepanuio C HWU3KWMMK [03aMW KOPTUKOCTEpPOM-
JOB U a3zatnonpuHa. HefaBHO ONMCaHO ycnewHoe feyeHue B
pedpaKTepHbIX ClydYasx OMONOTMYECKMMU areHTamu, TaKuMu
Kak uHdNMKcUMab unm putykcumad [10]. Tem He MeHee nede-
Hue YM y peTeit OCHOBAHO MaBHLIM 06PAa30M Ha AAHHbIX Kiu-
HWYECKUX WCCNefoBaHUIA C yyacTMeM B3POC/IbIX NaLMeHTOB.
PaHAOMMU3MPOBAHHBIX KOHTPONMPYEMbIX UCCNeaoBaHuit 3 dek-
TMBHOCTM Tepanuu YI y feTein He npoBogunun. B Taxensix cny-
4anx MOXeT NPUMEHATLCA nnasmacdepes.

Pe3ynstathl neyeHus YNy geteit nyyue, 4em y B3poCabIX Naum-
€HTOB: Y HWUX BO3MOXHO AOCTUXEHWe MOCTOAHHON PeMUCcCUn U
YPOBEHb CMEPTHOCTU He npeBblwaeT 1-4% [17, 40]. MokasaTtenb
CMepTHOCTW Yy 349 B3pocnbix nauyueHtoB c YI1, 3apeructpupo-
BaHHbIX B 6a3e ®PpaHLy3cKoil rpynnbl NO U3yYEeHUIO BACKYNUTOB,
cocTaBun 24,6% [23]. B HegaBHeM paHLOMUM3UMPOBAHHOM KOHTPO-
NMpYyeMOM McCnefoBaHnK, BKAtoYaBlem 118 B3pocnbix nauueH-
T0B ¢ M 1 YN 6e3 HebnaronpuaTHbIX MPOrHOCTUYECKUX (haKTO-
poB, 5- 1 8-n1eTHAA 0061Las BbIXXMBAEMOCTb cocTaBmna 93% u 86%
COOTBETCTBEHHO 6e3 pasnuuuit Mexay 6onbHbiMM M 1 YN [45].

HebnaronpusaTHble NporHocTuyeckue akTopbl, CBA3aHHbIE
C MOBbLIWEHHbIM PUCKOM 5-NeTHeil CMEpPTHOCTH, Y B3POCHbIX
¢ YI BKkiOYalT BO3pacT cTapwe 65 net, Kapanonoruyeckue
CMMNTOMbI, MOYEYHYI0 HepocTaToyHOCTb W nopaxenue XKT.
Hauxypwwit pesynetat B Koropte u3 52 peteit ¢ Y accoum-
MPOBA/ICA C MOPAXEHUAMU MOYEK W HEpBHOW cuctembl [19];
B [pyromM HeAaBHeM nefuaTpuyeckOoM WUCCNef0BaHUMN TAXKenble
eyAoYHO-KMeYHble 3ab6oneBaHNUs Oblnv CBA3aHbl C MOBbI-
LWeHHbIM PUCKOM peuuanBa cuctemHoro Y [17].

Y peteit BcTpeyaetcs ocobas dopma 3aboneBaHus — Tak
Ha3biBaeMblii KOXHbIA Y[, Ans KOTOpOro XapaKTepHbl KOX-
HbIl BAacKyAUT M MWHUMANbHble CUCTEMHbIE MOPaXeHUs.
bonbwmnHCTBY Takux nauuneHToB poctatoyHo npuema HIIBI,
HEKOTOpbIM MOKa3aHO NeyeHune KopTukocTepoupaamu. OpHako
3TUM OONMbHBIM Heob6X0AMMO NOCTOSHHOE HabnlojeHue Bpaya
ANl KOHTPO/IS BOSHUKHOBEHMUS CUCTEMHBIX CUMNTOMOB [14].

bonesHb KaBacaku

bonesHb Kaeacaku (BK) — BackynuTHbIl cuHApOM, npe-
MMYLECTBEHHO MOpaXawWunii CpefHne U Menkue apTe-
puun. CneumanbHoii Tepanuu He Tpebyet. BK pacnpoctpaHeHa
BO BCEM MWpE, XapaKTEPU3YeTCs CE30HHOCTbIO M CNyYanHbIMM
anupemuamu. 3abonesaHuio 6oaee NOABEPKEHbI NALMEHTbI M-
CKOro nona, a Takxe fetn ctpaH Asuu. Tak, B HacToslee Bpems
yactota BO3HMKHOBeHMA BK B BenukoGputanum coctaBnser
8 : 100 000 peTei, a 3a601€BAEMOCTb CPEAM AMOHCKUX fEeTei
HaMHoro Bbille — 360 : 100 000 peteit mnaawe 5 net. OnucaHo
HECKONbKO CrlyyaeB 3aboneBaHus bK B3pocnbix, HO 3Ta 6onesHb
npusHaHa npeumyllectBeHHo getckum CB [18]. Itnonorus BK
HeM3BEeCTHa. BblpaxeHHas Ce30HHOCTb W KnacTepu3auus ciyya-
eB bK BepyT k nonbiTkam o6HapyXeHUs UHHEKLMOHHbIX areHToB
KaK OCHOBHOW MPUYMHbI €e BO3HUKHOBEHMs, OLHAKO MOKa HU
OAMWH areHT nocnefoBaTeNbHo He onpeaeneH [18].

[ns ycraHoBneHus auarHosa bK Heobxoaumo npucytcreue
yeTblpex U3 WeCTU KIUHWUYECKUX NPOABNEHUI, NePeYUCNEHHbIX B
mabnuye. [lpyrue cUMNTOMbI BKIIOYAKOT apTpuUT, acenTUYecKwil
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MEHWHTUT, MHEBMOHUIO, YBEUT, FaCTPOIHTEPUT, MEATUT, JU3YpHIo,
OTUT M peakTuBaumio pyoua BLPK [23]. Y mnageHueB Hepenko
HabNIOAAIOT MeHblUe Knaccuyeckux npusHako BbK. Pesynbrarbl
NabopaTopHbIX UCCNefoBaHUi HecneunduyHbl. Mpu nopaxeHuu
KOpoHapHbIX cocynoB Ha IKI BLISBNSIOT NPU3HAKK MLWEMUU MUO-
Kappa, npu gonnaeporpauyeckom nccnefoBaHum — aHeBpPU3MBI.

Tepanus BKIOYAeT BHYTPUBEHHOE BBELEHWE MMMYHOMNOOY-
JIMHOB B KYPCOBOIA Ao3e 2 r/Kr 3a 12 4acoB, a B C/1y4asnx BbICO-
KOr0 pucKa — AOMNOSHUTENbHOE BBEAEHWE KOPTUKOCTEPOUAOB
¥ aueTUICanuLMUNOBOM KUCIOTHI ANs NepBUYHON Tepanuu [18].
Mocne pa3pelweHns NUXOpagKu NopaxeHue cepaua mManoBepo-
ATHO, YacToTa peunansos coctasnseT 1-3%.

APTEPUUT TAKAACY
Aptepumut Takascy (AT) — eLMHCTBEHHbI BACKYANUT KPYMHbIX
COCYAO0B, YKa3aHHbIA B TeKylueil negnaTpuyeckoit knaccuduka-
LMK, 3aTparnBaloLmnin aopTy 1 ee OCHOBHble BeTBW. AT pacnpo-
CTpPaHeH Mo BCEMY MUPY; MO OMyOIMKOBAHHbLIM AaHHbIM, YacToOTa
3aboneBaHus y esponeiileB coctasnser 1,2-2,6 : 1 000 000
B rog u B 100 pa3 Bbiwe B BoctouHoit Asuu [53]. detn penko
ctpagatot AT, Ho 3a60eTb MOTYT flaxe MnageHubl [48].

KnuHndeckas gmarHoctuka AT npepcrasasieT npobnemy ans
knuHnumctos. Cuntaetcs, 4toy '/, peteit npeacTasneqa pubpos-
Has/cTeHo3upylolas ¢asa 3abonesanus. OwmboyHO nonaratb,
yTo 37Ta (basa ABNAETCA «HEAKTUBHOW» CTajuen 3aboneBaHus,
TaK Kak nporpeccupytollas cTeHo3upywowas 6onesHb MOXKeT
ObITb CNEfCTBMEM AaKTUBHOTO BOCMANIEHWS NPU OTCYTCTBUM TaKMX
N1abopaTopHbIX MApKepoOB CUCTEMHOTO BOCMAJEHUS, KaK MOBbI-
LWeHHas KoHueHTpauus C-peakTnBHOro Genka Wiau NOBbIEHHAsA
C03. K coxaneHuto, 3afiepXXKa [AMArHOCTUKM Y AETEN Cy4vaeTcs
0YeHb YacTo M CMOCOOCTBYET YXYALEHWIO pPe3yNbTaToB Jieye-
Hus [8]. Haubonee xapakTepHble MpU3HaKu OONe3HW y peTeit
M B3POCAbIX CXOLHbI W BKJKYAIOT apTepUanbHylo rUnepTeH3nto
1/Mnn ee NOCNECTBUSA, HO NOJHBINA KINHUYECKUI CNEKTP CUMATO-
MoB AT y feTeil MOXET OTIMYaTbCA OT CMMNTOMATUKN B3POC/bIX.
CaMbIM YacTblM NMpPoOABNEHUEM Y [ieTell ABNAETCA apTepuanbHas
runepTeHsus (82%), 3a KoTopoi cieayioT ronosHele 60au (31%),
nuxopagka (29%), opblwka (23%) u noteps macchl Tena (22%).
HapyweHus onopHo-ABMratenbHOro annapata BO3HMKAlOT Npu-
MepHO y 14-65% peteit ¢ AT. B otinume oT feteit, y B3poCabIX
pefKo NpoABNAETCA apTPUT UAW apTpanrus. 3ByK Npu aycKynbTa-
uum (48%) n xpomota (27%) yalle ObIBAIOT y B3POC/bIX NALMUEH-
T0B C AT [45]. MopaxeHus a3y feTeil TaKKe pefKu.

Mpu nopo3peHun Ha AT y peTent munu y B3pocabix MPT
M MarHWTHo-pe3oHaHcHas adruorpadus (MPA), a Takxe
KT-aHrnorpadus unu KoMOUHaUMs ITUX METOAOB MOMOraioT
TOYHO AMArHoCcTMpoBaThb AT, KOHTPONMPOBATL aKTUBHOCTb 3a60-
nesaHus; MPA n KT-aHnruorpadwms patoT BO3MOXHOCTb TaKxke
nosy4nTb N3006paXKeHWe MOMEPeYHOro CeYeHWUs apTepuanbHoii
CTEHKW, MO3BOJAILEE ONPeAenuTb €e TONWMHY U BbIABUTH
MHTpamypansbHoe Bocnanenue. Kpome Toro, MPT ceppua Bce
yalle MPUMEHAIOT ANA MOMCKA MOPAXEHHbIX KnamaHoB u/unu
MUOKapauTa. HakoHel, NO3UTPOHHO-3MUCCUOHHAs Tomorpadus
¢ 18F-dTopaesokcurniokosoin (18F-OAM-M3T) B covetanumn c
KT-anrnorpadpuenn unm MPA nHdopmatneHa ana onpefeneHus
MeTaboNMyeckoii aKTUBHOCTU apTepuanbHOW CTEHKW C MOA-
pobHoit niomuHorpacueir u, Takum 06pasoM, npefocTaBnfeT
MHbOopMaLyMio 0 TeueHU GONE3HN 1 ee aHATOMUYECKNX 0COOEH-
HocTAX [35]. OfHaKO YyBCTBUTENLHOCTb M CNELUBUYHOCTb ITUX
MeTOJi0B ANA OLLEHKM aKTUBHOCTU AT He onpefeneHsl.

Y peteit ructonornyeckoe MccnefoBaHue 0ObIYHO BbiABIAET
ymMepeHHoe numM(OLMTapHOe BOCMajeHWe C HEeKOTOPOil HeoBa-
CKynapu3aLmeii, Ho 6e3 rpaHynemMarosa, B OTIMYME OT B3POCIbIX,

y KOTOpbIx B Hauyane AT JOMUHUpYeT rpaHynemaros3. Bo3moxHo,
OTCYTCTBME rpaHynemaros3a y [feteil oObACHAeTcs HebOoMbLWoi
LJUTENbHOCTbIO 3ab0oeBaHNUs K MOMEHTY 3abopa matepuana [25].

OueHka aKTMBHOCTM AT 3aTpyAaHeHa, OCOBEHHO y pAeTeil.
Pe3ynbTaTthl onpeaeneHus KoOHUEHTpaLMKU 6enKoB ocTpoil dasbl
HeAOCTAaTOYHO YYBCTBUTENbHbI, GONbWMUHCTBO KAMHUYECKUX
nposiBAeHUin HecneunduyHbl, U NOPAXEHUA COCYLOB KOBAPHO
nporpeccupytot. [Ins B3pocabix 60bHbIX pa3paboTaHbl fABe
WKanbl OLEHKU aKTUBHOCTU U cTeneHun Tsxxectu AT: ITAS-2010
u DELTak [1, 37]. 3T wKanbl co3[aHbl Ha OCHOBE LWKabl
aKTUBHOCTM BacKyiuTOB bupMuHrema, HO ¢ 0COObIM aKLEHTOM
Ha CepAeyHO-COCYAUCTbIX MPOSBAEHUAX, NpeobnagalLmx npu
AT. B HacToslliee BpeMs NpofosxaeTcs paboTa no agantayum
YKa3aHHbIX LWKaN OLEHKN TAXECTU 1 akTuBHocTu AT nnsa feten,
TaK Kak HeKOTOpble MoKa3aTenun 3aBUCAT OT BO3pacTa nNayueHTa.

KopTukocteponabl sBAAOTCA OCHOBOW nevyeHus AT. Me-
TOTPEKCAT,a3aTUONPUH 1 LiMKnodochamu npUMEHAIOT Uy AeTel.
OnbIT NpUMeHEHWA KOPTMKOCTepoupoB U uuknodocthamnaa B
neyeHun 6 geteit ¢ AT nopTeepaun ux 3hheKTUBHOCTL U 6e3-
onacHocTb npu Tepanuu AT y 6OJbHbIX LETCKOro BO3pacTa
[43]. MNone3Ha u aHTM-®HO Tepanus [41]. O6HapexuBatoT
pesynbTarbl aHTU-IL-6 Tepanuu (npumeHeHUs Touunusymaba) y
B3pochbix ¢ AT, @ B HEKOTOPbIX Cyyasx — W'y geteit [34]. Ons
obneryeHuss MWEMMN OPraHOB M apTepUanbHON TUNEpTEH3NUU
B pe3y/ibTaTe COCYAWUCTOro CTEHO3a MPUMEHAIT XMpypruye-
ckoe BMewatenbcTBo. OfHAKO nepej BbIMONHEHWEM npoLe-
Lypbl peBacKynsapusauum wunu ApYrol COCYLMCTOW onepauum
NPeAnoyYTUTENbHO MO BO3MOXHOCTU KOHTPONMPOBATh BACKY/IMT,
NOCKOJNIbKY BMeLWaTeNbCTBO Ha (DOHe aKTUBHOrO 3aboneBaHus
MmeHee 3 deKTUBHO.

MaTunetHas cmepTHOCTb peTeit npu AT coctaBnsetr 35%.
MporHo3 3aBUCUT OT CTENeHW apTepuanbHOro MNopaxeHus,
BO3pacTa NauMeHTa U TAXECTU apTepuanbHOi runepTeH3uu.
Y B3pocnbix ¢ AT 5-N1eTHAS BbIXKMBAEMOCTb AOCTUTAeT 94% [44].

3AKNIIOYEHUE
[laHHbIe KOHTPONMPYEMbIX KAUHUYECKUX WUCCnefoBaHUi, Heoob-
X04uMble Ans (OPMUPOBAHUA PYKOBOACTBA MO MPUHATUIO
TepaneBTUYECKNUX pELEeHnit no cuctemHbiM Backynutam (CB),
y AeTell OTCYTCTBYIOT, 3 UCKNoueHneM bonesHn KaBacaku [18].
KnuHuyeckue muccnenoBaHus BacKylMTOB Y GONbHBIX AETCKOrO
BO3pAaCTa CI0XHbI 1O MHOTUM MPUYMHAM, BKKOYAIOWMUM HEOOb-
WO YMCIO NALMEHTOB, OTCYTCTBUE ALEKBATHbIX MEp ANA KOH-
Tponsa ucxopa 3aboneBaHUs 1 onpeaeneHus pesynsraTos Neye-
HusA. [lo HeAaBHero BpeMeHn YeTKue KpuTepum knaccuduraymm
BaCKYNMTOB Yy JAeTeil oTCyTCTBOBaNM. HeCKONbKO yCMewHbIX
KNMHWYECKUX WCCNefoBaHUN, NPOBEAEHHbIX CPefu B3POCIbIX
NayMeHToOB C BACKyNMTaMu, 0COGEHHO C 3aboneBaHMUAMM, acco-
LMUPOBAHHBIMU C AHTUHENTPODUIBHBIMU LUTONNA3MATUYECKU-
mu aHTutenamu (AHLA), nermu B ocHoBy pa3paboTku nporpamm
neyeHus peteit [6, 28]. BHeapeHue 3akoHa «0 nyywmx dapma-
LeBTUYeckux npenapartax gna getei» B CLUA n 3akoHopaTens-
CTBa MO UCMNOMb30BAHUIO NIeKAPCTB AN feteit (Meguarpuyeckux
npasun) B EBponeiickom Colo3e no3BonseT UCNPaBUTb CUTya-
LMI0, TAK e KaK U HeflaBHAA BaNMAN3ALMA WKaNbl aKTUBHOCTY
BACKY/INTOB Yy leTeN /1A OLEHKW pe3ynbTatoB Tepanum [15].
Cepbe3Hoit mpobnemoit NpU PacCMOTPEHUM BO3MOMKHOCTH
KNUHUYecKnx uccneposanunii npu CB y peteit sasnsetca goctu-
)XEHWe [OCTaTO4YHOro 06beMa Matepuana ans nepeHoca AaHHbIX
B KIMHUYECKYIO MPAKTUKY, KOrAa 0XnaaeMble pa3mepbl BbIOOPKH
Manbl. WcTopuyecku 3TO CAYKMIO OCHOBHLIM MPenATCTBUEM
OJS U3YYEHUs PefKUX ayTOUMMYHHbIX 3ab0neBaHuil y feTeit u
NoYTH HaBEPHSAKA 0OBACHAET NPUYMHY OTCYTCTBUSA KIUHUYECKMX
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uccnefoBaHuit ysenkosoro nepuaptepuuta (YM) u aptepuuta
Takascy. B HacToALee BpeMa An3ailH KNMHUYECKUX NCCNeAoBa-
HUI peaKux 3aboneBaHuit, BKAOYAOLWMIA 6GalleCOBCKY0 METOAO-
NIOTUI0, CTANU UCNONb30BaTb B KAMHUYECKUX WCCNEA0BAHUAX Y
LeTel, TAe He[OCTYNHbI pa3mMepbl BbIOOPKYU, HEOOXOANUMbIE s
TPaAULMOHHbLIX MccnepoBaHui. bailecoBckMii noaxon Hauwu-
HaeTcAd C (OpManbHOW XapaKTepUCTUKW NpefBapuUTeNbHOrO
MHEHUs, KOTOpPOe 3aTeM OGHOBNAETCA C MOMOLLbIO COBPAHHBIX
LaHHBIX C ucnonb3oBaHuem Teopembl baiieca ana dhopmuposa-
HUSA anocTepPMOPHOro (3IMNUPUYECKOT0) MHEHUSA U €ro nepeHoca
B KNMHWYeckyto npakTuky [32]. OTKpbIToe paHAOMU3MPOBAHHOE
KnuHuyeckoe uccnegosaHne MYPAN no cpaBHeHuto 3ddek-
TUBHOCTM MocheTuna MmukodeHonata u uuknodochammpa npu
neyerun YI y pgeteit — nepsBoe KAWHWUYECKOe MCCAefoBaHue
BACKYNMUTOB Y fieTeil, KOTOPOe afanTUpyeT Au3aiH KIMHUYEeCKUX
ucnbiTaHuit bateca gns npeofoneHus 6apbepa Manbix pasMepoB
BbIOOPKM Npu Takux pefkux 3abonesaHusx [24]. Ceoto nenty B
Npouecc M3y4yeHWs BACKYIUTOB BHOCWUT MOCTOSHHOE KJIMHU-
yeckoe cybtunuposaHue. TpaguuuoHHoe paspeneHue AHLA-
aCCOLMMPOBAHHbIX BACKYUTOB HAa 303MHOMUIbLHbIA rpaHyne-
Mato3 C MOJMAHrMMTOM, TpaHynemato3 ¢ monuanruutom (M)
MMUKpOCKoNuYeckuiinonuanruut (MI),0CHOBaHHOE HAKTMHKYe-
CKOM (peHOTMNE, HElAaBHO OCMOPEHO HAa OCHOBAHWM KINMHUYECKUX
HabofeHMA, LAHHbIX AMUAEMUONOTUM U TeHeTUKU. KnacTepHbilii
aHann3 KNMHUYECKMUX XapaKTepuCTUK HOBbIX nauueHtoB c [T
1 M1 BbIABMA NATb pa3HbiX GEHOTUMOB C Pa3IMYHbIMU UCXOAA-
Mu: peHanbHbln AHLA-accouMmnpoBaHHbI BaCKYNUT C UMMYHHBbI-
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