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OCOBEHHOCTU AEBIOTA CUCTEMHOUN KPACHOUW BOAUAHKU B

AETCKOM BO3PACTE 1O AAHHBIM
PETPOCIIEKTUBHOTO VICCAEAOBAHUS

IOTBHY «HayuHO-UCCACAOBATEABLCKHI HHCTUTYT PeBMaTOAOTHY uM. B.A. HacoHoBO#», AaGopaTOpusi peBMaTUIeCKUX

3a00AEBAHMUMI ACTCKOTO BO3PACTa, 2L]eHTparbHAsA ACTCKAsT KAMHUYECKast OOABHUILA
DepeparbHOTO MEAUKO-OMOAOTHIECKOTO areHTCTBa, MockBa, PO

IMens ucciaemoBaHuA: M3yYeHUE COBPEMEHHBIX KJIWHHKO-JIA00PATOPHBIX M MMMYHOJOTHYECKHX
0co0eHHOCTeil JOBeHHJILHOTO Ae0i0Ta cucTeMHoil kpacHoil Boruanku (CKB) u comocrasienue moury-
YeHHBIX Pe3yJIbTATOB C JAHHBIMHU 3aPy0erKHBIX HCCIETOBAHUI, ONMyOJINKOBAHHBIX 3a mocaegHue 15
Jet. MaTepuaJisl 1 METOAbI HCCIIEOBAHUA: B peTpoceKTHBHOE HccIeqoOBaHNe BKIIOUeHBI 218 mamu-
enToB ¢ CKB, npoxoguBmux jieuenue B KiIuHUKe B mepuor ¢ 1992 mo 2017 rr. PesyapraTsr: cpenu
nanueHToB 0bL10 14,7% mansuukoB. Cpenuuii Bospact ge6rora cocrasua 12,7+3,65 mer. Megunana
IJIUTEIbHOCTH 3a00/IeBAHNS Ha MOMEHT Bepudukamun nuaraosa — 6 (2; 14) mec. 13,8% mereii umean
OTATOIIEHHBIN ceMelHbI aHaMHe3. Boiee 2/3 MAIMEeHTOB MMeJH Ha MOMEHT Je0I0Ta JIUXOPaIKy,
mopakeHue KOKH, IMOJHAPTPUT, IreMaToJIOTHYeCKHe HapyumieHus. y oO0CJeJOBAaHHBIX NAI[UEHTOB
IPH MMMYHOJOTHYECKOM HMCCJIEJOBAHMS BHIABJICH IIMPOKHUII CIEKTP ayTOAHTHUTEJ, paclpeaesieHne
KOTOPHIX, KaK IIPAaBUJIO, KOPPEJNPOBAJIO C 0COGEHHOCTSIMY KJIMHNUECKOH KapTUHBI. MennaHa aKTHB-
HOCTHU 3a00JIeBaHNS HA MOMEHT Bepupukanuu qguaraosa o meajie SLEDAI cocrasuaa 13,7 (8; 20)
0a/yIoB. 3aKIIOUEHNe: A JeTeil U MOJPOCTKOB XapaKkTepHa Bbicokasa akTuBHOcTh CKB B meorore.
BoasmIMHCTBO AeTell UMeJN O0IEeKOHCTUTYIIMOHAJNBHbIE HAPYIIeHU I, YTO CTAJI0 MPUYUHON OIIN00Y-
HOM JMarHOCTHKY HHQEKIMI WU aJLIePrudecKoro 3adonesanus y 1/; nanuenros. HauGouee uacroie
npoasiaenusa CKB — nmopaskeHne KoK, MOTUAPTPUT, deiikonenns. [Ipu mogospenun Ha CKB nHeo6xo-
IUMBI HCII0JIb30BaHUE BHICOKOUYBCTBUTEJIbHBIX UMMYHOJIOTHYECKUX METOIOB U Bepudukanus qua-
THO3a Ha OCHOBE COBPEMEHHBIX MESKIYHAPOTHBIX PEKOMEH TAIMIA.

Knrouwegote cnosa: cucmemnas KpacHas 60NA4AHKA € 08EHULLHLLM 0e0lomom, duazHocmuiecKue Kpu-
mepuu y demeil, demcKuil u noOPOCMKOBbLIL 603pacm.

Hum.: M.U. Kaneda, H.Il. Hukuwuna, C.0O. Canyeuna, C.P. Poduornosckas. Ocobennocmu Odebroma
cucmemHOl KpacHoil 8014AHKU 6 0emcKom 6o3pacme no OGHHbLM PempoCneKmu6Hoz0 uccied06aHUs.
ITeduampus. 2019; 98 (3): 99—-105.
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PECULIARITIES OF SYSTEMIC LUPUS ERYTHEMATOSUS DEBUT IN
CHILDHOOD ACCORDING TO RETROSPECTIVE STUDY DATA

IV.A. Nasonova Research Institute of Rheumatology, Laboratory of Pediatric Rheumatic Diseases,
2Central Children's Clinical Hospital of the Federal Biomedical Agency of Russia, Moscow, Russia

Sjogren syndrome (SS) is a rare pathology in adults, which is detected in children in casuistic cases,
and therefore there is almost no data on peculiarities of clinical picture, course and diagnostics
of this nosology in childhood. Objective of the research: basing on evaluation of demographic
data, clinical manifestations and results of laboratory and instrumental examination of pediatric
patients with confirmed SS, to identify the most characteristic features of this pathology in
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juvenile debut and to analyze the therapy amount. Materials and methods: 30 patients with SS
were included in a retrospective study. Results: in 4 patients (13,3% ) SS was verified, in the other
SS was qualified as secondary within another rheumatic disease (RD). The median RD debut age
was 10,4 years (7; 13,75). Median disease duration at the time of SS confirmation was 3 years (0,85;
4,4 years). 8 patients had repeated episodes of parotitis. An isolated salivary glands lesion was
in 24 patients, combined with lacrimal glands lesion in 6 patients. Dry syndrome was diagnosed
in 8 patients. All patients had non-glandular RD manifestations, most often constitutional
disorders, articular syndrome, lymphadenopathy, and skin lesions. The most common combination
of immunological disorders was ANF, RF, and anti-Ro antibodies. The amount of therapy was
selected individually depending on leading manifestations and RD activity with the need of
genetically engineered biological preparations (GEBP) in 66,7% of patients; medicines of choice
considering SS were rituximab and abatacept. Conclusion: early detection of SS with RD in
children is extremely important for determining therapeutic tactics, especially the selection of
genetic engineering biological therapy and prognostic evaluation. In children SS has no specific
clinical manifestations for a long time. Hypergammaglobulinemia, positive RF with the unstable
nature of arthritis, nonspecific manifestations of skin syndrome, recurrent parotitis should warn
doctors about possible SS development.

Keywords: Sjogren syndrome in children, recurrent non-infectious parotitis, sialography, dry
syndrome.

Quote: M.I. Kaleda, I.P. Nikishina, S.O. Salugina, S.R. Rodionovskaya. Peculiarities of systemic
lupus erythematosus debut in childhood according to retrospective study data. Pediatria. 2019; 98
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Cucremuas kpacHas Bosuanka (CKB) — Tsaaxe-
Jioe, XPOHWUYECKOe ayTOMMMYHHOe 3a0oJieBaHUE C
IIUPOKUM CIEKTPOM KJIWHUYECKUX, JabopaTop-
HBIX 1 UMMYHOJIOTHYECKUX [TPOSABIeHN. XOTA MUK
3a00J1€BA€MOCTH B I[€JIOM HACTYIIaeT B BO3PAacTe OT
18 mo 50 get, mpubausureasbao 10—-20% marnueHTOB
COCTaBJIAIOT AETHU WU oapocTku [1, 2].

CKB c 0BEeHUJILHBIM Je0I0TOM IIPeACTaBJISET
CYIIEeCTBEHHYO MPO0IeMY B PeaIbHON KINHUIECKON
MpaKkTUKe MeANaTPOB U PEBMATOJIONOB BBUAY Aua-
THOCTHUUYECKUX CJIOJKHOCTEl, MHOroo0Opasus Bapwu-
AQHTOB TEUEHU C HEMPeACKadyeMbIM YepeJOBaHNeM
oboctperuit u pemuccuii [1, 3, 4]. Kiuanueckasa
KapTUHA MOYKET CYIIeCTBEHHO OTJIMUATHCS OT IIPO-
sABJeHUN 3a00JieBaHUSA y B3POCJBIX: Uallle IMopa-
sxkarorea nmouku, IJTHC u opraHbl KpOBETBODPEHUS,
IIPU 3TOM PSAJ ABTOPOB OTMEUAET MEHBIITYI0 YACTOTY
apTpuUTa U mopaskeHus Jerkux [2, 5, 6].

3abosieBaHe HEPABHOMEDPHO PACIPOCTPAHEHO
B PAsJIMUHBIX 9THUUYECKUX rpynmuax [3, 7], B CTPyK-
Type 3a00JIeBIITNX, COTJIacHO rccaegoBanuio Hiraki,
39,6% cocraBagioT adgpoamepuKaHibl, 25,4% —
ucnannsl, 20,6% — mpexacraBuTesu 6e0M pachl,
7% — mnpepcTaBuTeNIUM as3mMATCKUX HapomoB [T7].
Hemorpadguueckue, KINHUYECKNE U Jab0PATOPHBIE
ocobennoctu CKB BappupyiOT B 3aBUCHUMOCTH OT
STHUYECKON IPUHAIJIEKHOCTHA, UYTO HAKJaIbIBAeT
CYIIIeCTBEHHBIN OTIIEUaTOK HA OIBIT II0 JUATHO-
cruke CKB ¢ 10BeHUJIBHBIM HAYAJIOM B PA3JIUUYHBIX
peruonax [3, 8-13].

CKB B eTCKOM U MOJPOCTKOBOM BO3PACTE OTHO-
CUTCS K YMCJY HO30JIOTHH C MOTEHI[MAJILHO HebJa-
TONPUATHBIM IPOTHO30M, TOJBKO 13% mOmOGHBIX
ManueHTOB UMET 0e3MeINKaMeHTO3HYIO0 pPeMUC-
CUIO TIOCJIe JHOCTUKEHWUs COBEPIIeHHOJIeTUA, ¥ HUX
BBIIIIE YACTOTA OPTraHHBIX MOBPEKAEHWU U HIUMKE
KauecTBO COIMaJbHOM ananTanuu [14].

C yueroM HU3KON pacupOCTPAHEHHOCTH U
BapuabenbHOCTH KJAMHUYecKoit KapTuabl CKB c
IOBeHUJIBHBIM Ie0I0TOM M, KaK CJIeJCTBHUE, HeIo-
CTATOYHON WH(MOPMHUPOBAHHOCTH MPAKTUKYIOIIUX
Bpaueli-meAnaTpoOB, BOSMOKHOCTh OKa3aHUA TaKUM
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manueHTaM CBOEBPEMEHHOI BBICOKOKBAJIU(MDUIIIPO-
BaHHOM MeIUIIMHCKOI IIOMOIIY HAIIPAMYIO CBsA3aHA
¢ mpoOJeMoOl pacrosHaBaHUS 9TOTO 3aboJieBaHUSA
Ha paHHUX sTamax. Mexay TeMm, aKkTyaJbHbIe JaH-
uele mo CKB y mamueHTOB, He OOCTUTIIUX COBEP-
meHHoJIeTuA, B Poccuiickoii ®enepanuy orpaHu-
YeHbl M3-3a OTCYTCTBUA KPYIHBLIX WCCJIEeTOBAHUI
3a mocaenuue 20 jet, panee B CoBerckom Corose u
Poccutickoii ®enepanuu OPOBOAUINCH KDPYIHBIE
WCCJeNOBAaHUSA IO 9TOUM mpobJieMe, BHIIOJHEHHBIE,
TJIaBHBIM 00pasoM B KJMWHUKE AETCKUX OoJie3Hei
ITeporo MI'MY um. .M. Ceuenona [15, 16].

B maGopaTopuu peBMaTHUECKHX 3aboJieBaHUI
IeTCKOT0 Bo3pacTa Ha OCHOBe aHajJaW3a KCTOPUIL
6osesnu 3a mepuon ¢ 1992 r. cosmama 6a3a JaHHBIX
namuenToB, auarao3 CKB y KoTopbIx mepecma-
TPUBAJICA B COOTBETCTBUU C COBPEMEHHBLIMU KJAaC-
cudpuranuonabiMu Kpurepuamu SLICC 2012 r.
[17]. OcHoBBIBasich Ha HMeIOINEMCS MaTepuale,
MBI ITpoaHaIu3upoBasu ocobeHnoctu ne6iora CKB,
HauaBIledica mo 18-ieTHero Bo3pacTa, BKJIOUYAA
neMmorpaduuecKkue faHHbIE, 0COOEHHOCTH KJINHUYE-
CKOM KapTUHBI, T€MAaTOJOTUUYECKUX U UMMYHOJIOTH-
YeCcKUX HapyleHUuH.

IMens mcciemoBaHUA: M3YUYEHUE COBPEMEHHBIX
KJIUMHUKO-JTa00paTOPHBIX ¥ UMMYHOJOTHUUYECKUX
ocobeHHOCTell oBeHmabHOro gedrora CKB, como-
CTaBJieHNE IIOJYUYEHHBIX Pe3yJbTATOB C JaHHBIMU
3apy0esKHBIX HCCJIEOBAHUI, ONyOJMKOBAHHBLIX 3a
nocaenHue 15 mer.

MaTepuaJjbsl 1 METOIBI HCCJIETOBAHM ST

B peTpocmieKTUBHOE HCCJIEJOBAHNE BKJIIOUEHBI
TMaIueHThI, KOTOPhIE TOCIUTAJIN3UPOBATINUCH B KJIU-
HUKY B 1992—-2017 rr., mepecMoTp AuarHo3a y Bcex
TIAIMEeHTOR BHIIIOJIHEH B COOTBETCTBUU C KPUTEPUA-
mu SLICC 2012 r. [1, 17], OlleHKY aKTUBHOCTH IIPO-
Bomuau 1o mkrase SLEDAI [18]. Becem marmimenTam
IIPOBONUJIN CTaHAAPTHOE KJIMHUUYECKOe 00cjeroBa-
HUE B COOTBETCTBUU C OOCYKAAeMBIM IUATHO30M,
UMMYHOJOTHUYECKOe HCCJIeLOBaHUE: OIpelesIeHue
aHTUHYKJeapHoro ¢arxtopa (AH®), antu-IIHK,
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Tabaruua

Memorpaduueckas XapaKkTePUCTUKA MAIUEHTOR

IToxasaTenun B ueaom (218) | lesouru (190) | Maapuuru (28) p
CpenHuii Bo3pacT ae0ioTa, Iroabl 12,7+3,65 13,1+3,95 11,45+3,45 0,018
Meauana miuTeabHOCTH 3a00I€BAHMS HA 6 (2; 14) 6 (2; 14) 6,5 (2; 13) 0.885
MOMEHT Bepu(dUuKaIuu 11araosa, Mec ? ? ’ ? ?
anturea (AT) Kk agepHOMY aHTUTEHY Sm, aHTH(OC-
5-5% 6-3%

domununaeix AT (BOSTYaHOYHOTO aHTUKOATYJIAHTA,
peaknuu Baccepmana, Turpa AT K KapAnoIunIuuy
IgMuIgG, arTufy-rankonporensa IgM u IgG, ypos-
s Komiuiementa (C3, C4), BBIMOIHAIU TPAMYIO
peaknuio Kywmb6ca. [[ns perreHusa ITOCTaBJIEHHON
3amaun OBLJIO IPOBENEHO HCCJIeIOBAHNE B PaMKax
dbyHZaAMEHTAIbHOI HAYUYHO-HCCJIET0BATEIbCKOMN
paboTheI 1abopaToOpUU PeBMATHUYECKUX 3a00IeBaHUI
IeTCKOro Bospacra MHCTUTYTa, POAUTEIN MAI[MEeH-
TOB MMOAINCHIBAJIY NH(OPOPMHUPOBAHHOE COTJIacHe Ha
HCIIOJIb30BAHME I€PCOHAIBbHBIX JAHHBIX.

PesyabpTaThr

Cpenu 218 mainueHTOB, BKJIIOUYEHHBIX B HCCJIE-
mopauwue, 0bL10 28 ManbunkoB (14,7% ) (cooTHOoIITE-
HUEe MaJbYMKOB U neBoueKk 1:6,8). 208 marmueHTOB
(95% ) npumamme:xanu K Gesoit pace, 10 (5%) —
OpeICTaBUTENN asUaTCKUX HapogoB. CpegHU BO3-
pacrt mebiora B 1ejoM coctaBua 12,7+3,65 jer, npu
9TOM MAaJbYMKHN JOCTOBEPHO uaie 3abojieBaju B
0oJiee paHHEM BoapacTe (CM. TabJIuILy).

31,7 % mnamumenToB sabosiesu g0 10-jeTHEro
Boapacrta, 50% — B Bospacte ot 10 mo 15 ser, 28,3%
— B Bo3pacte ot 15 no 18 sner. 13,8% nereit umenn
CeMelHbII aHaMHe3, OTATOI[eHHBIN 110 ayTOUMMYH-
Ho#t marosoruu: y 20 maruerToB (9,2% ) BLISIBJIEHBI
poacTBeHHUKHU 1-if u 2-#1 cTeIeHU POACTBA, CTpaja-
IOI[IIe peBMaThuYecKuMu 3a0oeBaHuaMu. U3 Hux 6
(2,7%) crpaganu CKB. ¥V 8 naruenTos (3,7% ) ume-
JINCH POJICTBEHHUKY, CTPAJAOIIYE KO HBIM IICOPH-
asoMm. IIpoBomupyomiuii paxKTop yAaaoCch BLEIABUTH
y 63 mamuenTos (28,9% ) (puc. 1).

Huaruos CKB ycTaHOBJIEeH B MOJUKJIUHUKE IO
MECTY JKUTEJbCTBA Y 2,8% IalleHTOB, B TOPOACKUX
cranuonapax —y 42,7% , B @egepalbHBIX IIEHTPAX
-y 49,5%. Toapko y 9,2% HCXOOHO yCTAHOBJIEH
muaraos CKB, v 1,4% B xauecTBe MCXOLHOT'O AUA-
rHos3a (purypupoBaja IUCKOUIHAS KpPacHAs BOJI-
vyaHKa, y 21% — pasnuunble nHPeruu, y 11,2%
— aJurepruueckue 3aboneBanus, y 6,3% — medpur,
33,6% — npyrue peBMaTuuecKue 3a00JieBaHUS
(16,8% — 1OBEHUJIbHBIN aPTPUT), UHBIE HO30JIOTUU
cocraBmau 17,3%. ¥V 47,6% mamueHTOB OUAarHo3
YCTaHOBJIEH B IIEPBbIE 6 MeC OT MOMEHTA OSABJIEHUS
IepPBLIX IPU3HAKOB 3a00eBaHusd, v 26,6% — cpoxku
BepuUKaINU JuarHosa cocrasuiau ot 6 mo 12 mec,
y 25,8 % manuenTos — 6oJiee 12 mec ot mebroTa.

CHeKTp BBISIBJEHHBIX KINHUYECKUX U IeMaTo-
JIOTUYECKUX HapPYIIeHWH IIpelCcTaBJeH Ha puc. 2.
OgHUM U3 IIEepPBBLIX NPOABJEHHUII 00JIe3HU y 00Jb-
MIMHCTBA JeTell ObLIN OOIIeKOHCTUTYIMOHAJIbHBIE
HapylneHua (JIuxopagKa, IIOTepA Macchl TeJja).
188 marmuenToB (86,2% ) umesn pasjuyHbBIE ITOPa-
JKeH!UsS KOXKHBIX IIOKPDOBOB HAa MOMEHT Bepuu-
Kanuu auarsosa. OcTpoe mopaskeHue KOMKHU OBLIO
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Puc. 1. XapakrepucTuka TPUITEPHBIX (PaKTOPOB, MpeiIe-
crBoBaBuIux nedrory CKB.

M — unconsnus, Ml — naderuusa, [ — ncuxoTpaBMUpYOIA
curyanus, | | — Baknuaanusd, [ll - menapxe, || — pusuueckas
HarpysKa.

TpombonuToneHnA 51
Jleiikomenus 116
Anevus 114
Heifiponcuxuveckue HapyIIeHNs 45
TTopaskenue mouex 124
Ceposur 66
Muosur M— 22
IlommapTpuT 158
Asonerus 50

SI3BBI CTUBUCTHIX 060TOTCK 38
XpoHHuuecKas KOKHAas BOMIAHKA 91
Octpoe 1 He KOXKH 140
Iloxynanue 64
Jluxopaaka 149

0 20 40 60 80 100 120 140 160 180

Yucio 60IbHBIX

Puc. 2. CHeETp BBIFIBJIECHHBIX KIMHUYECKHUX U reMaToJornde-

CKMX HapyUIeHMIi.

sda(uxcupoBauo y 140 (64,2% ) mamueHTOB, B T.d.
TUIWYHAS dPUTEMAa B BUJe 0aOOUKM HA JUIlE OTMe-
vyanack y 112 mammenrtoB (51,4%), mposBiIeHUs
B paMKaxX XPOHUYECKOH KOMKHOI BOJUYAHKU — Y
91 (41,7%). IlopaskeHue OIOPHO-ABUTATEIHHOIO
anmapaTta B AebioTe 3a0osieBaHUSA OBLIO IIPENCTaB-
JIEHO IOJIMAPTUKYJISPHBIM CYCTABHBIM CHHIPOMOM
y 72,5% manueHTOB W MOPaKe€HMWEeM MBIIIII C Pas-
BUTHEM MHuOIIaTH4YecKoro cuuapoma y 10% mamm-
enToB. IlopakeHne cepo3HBIX 000JI0UEK BBLISABJIEHO
v 1/3 60nbHBIX. Boslee MOJIOBUHEI MMeIU IOpaKeHNe
IIOYEeK B KAueCTBe OJHOr'0 M3 IEPBBIX IIPOSBJICHUN
saboJsieBanusi. B memom y 159 mammenTtos (72,9%)
WMeJINCh PAa3JNUYHble I'eMaTOJOIMYecKue Hapylle-
HusA: anemusd — y 114 manwmenrtoB (52,3%), B T.4.
remosinTuueckas amemusi —y 25 (11,5 %), meiiko-
nenus —y 116 (563,2% ), aumdonenus — y 41 mamu-
erra (18,8% ), rpomboriuronenusa —y 51 (23,4%).

Cpenu o0ciemoBAaHHBIX IIAI[MEHTOB BBISBJIEH
IMUPOKUH CIEKTP PA3JINUYHBIX ayTOAHTHUTEJI (pUC. 3).
AH® B fuarHocTUUYeCKOM THUTPe oOHapy:xkeH y 195
(89,5% ) mamueHTOB, IIPKU 3TOM CJIEAYeT OTMETHUTH,
ugro mo 2009 roma AH® Beiasasiaca y 78,76%,
a BHeApeHUe B Ja0OpPATOPHYIO IMIPAKTHUKY MeTOAa
HENPAMOU peakIuy NMMYHOMIIOPECIEHIINN Ha
KyJIbType KJeToK Hep-2 IMOBBICHJIO BBISIBISAEMOCTD
AH® 10 oxxumaembrx 100% .
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Heo6tor CKB y 3,4% maiueHTOB COIIPOBOXKIAJ-
csA pasBUTHEM CHHAPOMAa aKTHBAIMK MaKpodaros
(CAM).

MennaHa akTHUBHOCTU 3a00JI€BAHUSI HA MOMEHT
Bepuduranuu nuaruosa mo mkrase SLEDAI cocra-
Buna 13,7 (8; 20) GannoB, mMakcumMajJabHO — 42
bajsia, IpU STOM He OOHAPYKEHO CTATUCTUUYECKU
3HAYMMOM Pa3HUILI B AKTUBHOCTHY 3a00JI€BAHUA 110
reugepHoMy npusHakry (p=0,492).

O6cysxkaeHue

IIpu anam3e IOJIYYEHHOI'0 MaTepraja HaM IIpe-
CTaBUJIOCh MHTEPECHBIM COIIOCTABUTH HAIITU JAaHHbIE C
pe3yJabTaTaMi aHAJOTMYHBIX COBPEMEHHBIX HCCJIe-
MOBaHUIi, BLITIOJTHEHHBIX BO @Ppanruu (155 maruen-
toB) [3], Kanazge (256 manimenTos) [19], JlaruHCcKO#
Awvepuke (230 manmenTtos) [12], Kurae (225 nanuen-
ToB) [13] u CaynoBckoit Apasuu (152 marmenTta) [10]
¥ omyOJIMKOBAHHBIX 3a TTocjaenuue 15 jer.

ITpu roBeruabHOM Aeb6iore CKB uariie Bcero gua-
THOCTUPYETCA B IIOAPOCTKOBOI BO3pACTHOI I'pyIIle,
O JaHHBIM OOJIBIITMHCTBA HCCJIeqoBaTesell, cpem-
HUN Bo3pacT pasBuTud 3aboneBaHma — 11-12 jer
[1, 7]. B apabckux cTpaHax XapakTepeH 06oJiee
pPaHHUI Bo3pacT HauvaJjia 3a0ojieBaHUsA (B CpegHEM
8,8 met [10], Torga kax B JlaTmHCKOII AMepukKe,
HAIIPOTUB, CPEIHUIN BO3PACT OeOI0Ta IIPEBLIIIAET
15 ger [12]. B Hatiem uccjieJoBAaHUY CPEIHUNA BO3-
pact meb6iora coctaBua 12,7 jgeT, YTO COOTBETCTBYET
OOJIBINIMHCTBY JIUTEPATYPHBIM AaHHBIX. I[Ipu sTOoM
HaAMM yCTAHOBJIEHA 3aKOHOMEPHOCTH O JOCTOBEPHO
6osee panHem Havasie CKB y manueHTOB MYKCKOTO
mosia (cpenHuii Bospact mebiora 11,45 u 13,1 et
cooTBeTcTBeHHO). Halru HaGIIOAeHUS COTJIacyIOTCA
C COIIOCTAaBHMBIMHU IIO YHCJY BKJIIOUYEHHBIX GOJ'IB'
HBIX JaHHBIMU HMCCJI€JOBAHNA KAaHAACKUX aBTOPOB,
yCTaHOBUBIIUMHU, 4TO 58% MaIbuMKOB 3abojesun
B IIpemry0epTaTHOM IIE€PUOJEe, XOTA CTATUCTUYECKU
IOCTOBEPHOI PAa3HUIILI II0 TE€HIEPHOMY IIPU3HAKY
aBTOpamMu He moJsryuero [19].

1/, manueHTOB M3 HAIleil KOropThl 3abosesa o
HACTYILIEHUS ITyOepPTATHOTO II€PUOLA, UYTO TaKiKe
BIIOJIHE COTIJIACYeTCA C JIUTEPATypPHBIMU AAHHBIMU,
rge 3TOT IIOKasaTe/b Bapbupyer ot 15 mo 43% [3,
19]. ¥V momoBuub! Hamux namuenToB CKB ne6ioTupo-
BaJjia B Bo3dpacTHoM uHTepBase ot 10 go 15 ser, xora
OOJIBIIIMHCTBO KCCJIEOBATEIEN YKA3LIBAET B I[€JIOM
Ha poct 3aboaeBaemoctu CKB 1o Mepe mpubsrmike-
HUsA coBepreHHogeTud [1,7], YTO oTUYacTH MOKET
O0BACHATHCSA PAB3IMYMEM MEKIY BO3PACTOM HCTHUH-
HOTO e0I0Ta M CPOKAMU Bepu(PUKAIINY TUATHO3a, a
TaksKe TeM, uTo mpu pacuete uacToTbl CKB B pasubix
BO3PaCTHBIX KaTeropmAaxX MOIVIa H€ YUYMTBhIBATBCA
STHUYECKAS IPUHALJIEKHOCTD 3a00JIeBIIINX.

CooTHOIIIeHHE II0 TIeHIePHOMY IIPU3HAKY B
HaIell rpynmne 60JbHBIX OBLIO OJMIKe K IOKasaTe-
JIAM, BBIABJIEHHBIM ICCJIefOBaTeJddAMN U3 JlaTun-
ckoii Amepuku [12], Torga Kax GOJIBIIIMHCTBO IPY-
rMX aBTOPOB YKAa3bIBAET HA COOTHOIIEHHE II0JIOB
npu oBeHuabHoit CKB B nuamasone 1:4,5—-4,9 [3,
13, 19].

CorJylacHO JaHHBIM IIOCJEJHUX WCCJIEIOBAHNIT,
npu oBeHuabHOM mediore CKB mammeHTBI dacTo
MMEIT CEMEMHBIA aHaMHE3, OTATOIEHHBIHA II0 ayTO-
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uMMyHHOI matojoruu [1, 2, 20, 21]: B uccaemosa-
HUY (hPAHIY3CKUX aBTOPOB TAKUX MAIIMEHTOB OBLIO
26% [3], B Caymosckoit Apasuu — 18,5% [10].
B mamrem wmcciemoBaHuu HOmOOHBIX ceMell oKasa-
Jocs MeHbIine — 13,8% mereil mMmesnm POACTBEH-
HUKOB 1-#1 m 2-%i JIUHUU POJACTBA, CTPALAIOITUX
ayTOUMMYHHBIMU 3a007€BaHUAMH, 2/5 U3 KOTOPHIX
COCTABUJIM PeBMAaTUUYeCKUe 3a00/IeBaHMs.

IIpu ama/mse IOJyUYeHHOrO MaTepuaja odpa-
IITI€eHO BHUMAaHue Ha TO, YTO B MEJUIITMHCKUX YUPEX-
IeHnsT aMOyJIaTOPHOTO 3BeHA 10 MECTY »KUTEJIbLCTBA
IVarHOo3 OBbLJI 3al0M03PEeH B €IWHUUHBLIX CJIydasx
(2,8%), vy 1/, GOnBHBIX CPOKU BepuUGUKAIUU LHA-
THO3a cocTaBuau Oojee 12 Mec, UTO CBUAETEILCTBY-
€T 0 HHU3KOM HACTOPOXKEHHOCTU MIPAKTUKYIOIIUX
ImeguaTpoB B IIJIaHE BO3MOJXHOCTU IOBEHUJIBHOI'O
ne6ora CKB. B mamem wucciaemosanum y 1,4% B
KauyecTBe MCXOJHOr0 IMarHosa (purypuposasia Iuc-
KougHas KpacHas BOJIYAHKA, y 6,3% — Hedpur, y
16,8% — 1OBEHUJIBHBIN APTPUT, UTO HE IMTO3BOJISET
WCKJIIOUUTH MOHOOPTAHHBIA BAPUAHT AeOI0Ta y 9TUX
nanueHToB (cymMmmapHo 24,5% ) ¢c mocTeneHHBIM (hop-
MUPOBAHMEM PA3BEPHYTOM KapPTUHBI 3a00JI€BAHUA.
ITu JaHHBIE B IIEJIOM COIJVIACYIOTCSA C PaHee II0JIy-
YeHHBIMU Pe3yJIbTATAMU O BOSMOYKHOCTH IIOL00OHOTO
mouoopranuoro Hauvaia CKB y 20% mamueHToB
IETCKOTO U IIOPOCTKOBOTO Bo3pacTe [22].

Hamre wmcciegoBanme MOATBEPAUJIO, UTO IJIs
CKB c 10BeHUJBbHBIM Ie0I0TOM XapaKTepeH IIHPO-
KHUH CIEeKTP KJIMHUYEeCKUX IpoaBJeHuiu [1, 3, 12,
13, 19]. B kauectBe mepBbix cuMiiToM0oB CKB BbISB-
JieHa 6OJIbITTaa YacTOTA OOIeKOHCTUTYITMOHATBHBIX
HapyIlleHui, YTO COOTBETCTBYeT JUTePATyPHBIM
IaHHBIM, COrJIACHO KOTOPBIM JIMXOPaaKa B 1ebio-
Te xapaxkTepHa mas 39—78% mamueHTOB, IOTEPS
maccsl Tesia — s 21-32% [1, 3, 10-13].

Hawubosee pacmpocTpaHEHHLIMH KJINHUYECKU-
MU TIPOSBJIeHUAMHU 3a00JieBaHUA B HaIllell T'pyIIIe
0OJIBHBIX OBLIM OCTPOE€ IIOPasKeHNe KOMKU, IIOJIU-
apTpuT u mopaskenme mnouek (64,2, 72,5 u 57,3%
cooTBeTCTBeHHO). COTJIacHO HCCJIeZOBAHUAM [PY-
rux aBTopos, oT 60 10 90% nanueHTOB ¢ IOBEHUJIb-
#HeIM ne6rorom CKB mMmeroT mopaskeHUe KOMKHBIX
mokpoBos [23], cycraBHO# curapoM — oT 60 10 80%
[23], a yacToTa HedpuTa Ha 1-M roxy 3abosieBaHUA
IpY I0BEHUIBHOM AebioTe cocrasisier oT 20 go 80%
[2, 7]. TunuuHas spuTeMaTO3Had, CJETKA IIPHU-
MOAHUMAIOIIASACA HaJ YPOBHEM KOMKU, HEe3yIsIasi
CBIIlb, PACIPOCTPAHAIONIATICA HA 00JIACTH IIEPEeHO-
CHUIIBI U CKYJI ¥ HAIIOMHUHAIOIIAA 0 (hopMe KPBLIbs
6a00uYKM, KOTOpas CUUTAETCA «BUBUTHOM KapTOU-
koii» CKB, BbIBJIeHA Y MEHBIIIETO YUHCJIA HAIIUX
TanueHTOB, YeM 39TO OmucaHo B Jjureparype (51,4

27.05.2019 12:55:26



u 60—-85% coorercTBerno) [7, 11-13]. IIpu srom
B Halllell TpyIIlle IaIfUeHTOB ualle (hUKCUPOBAJIUCH
pasauuHble BapPUAHTHI XPOHUUECKOTO MOParKeHUsd
KOJKU, UeM B APYyrux uccienoBanusax (41,7% mpo-
tuB 10-15% coorBercTBenHo) [7, 12, 13].

20,6% HamMX MDAIMEHTOB HMEJU HEeWPOIICH-
XUYecKUe HapyIeHUs, UTO B IIEJIOM COTJIACYeTCsS
C HWCCIeNOBAHUAMU APYTUX aBTOPOB, B KOTOPBIX
yacToTa MOLOOHBIX PACCTPOICTB BapbupyeT oT 16%
[19] mo 40% [3] mpu comocTaBUMOI CTPYKType
TMopakeHUA [TeHTPAJIbHON U epudepuIecKoit HepB-
HOU CUCTEMBI.

Ouens uyacTeiM mpodBieHmeM CKB ma Hauaab-
HBIX dTamax 3a0oJieBaHUA SBJIAIOTCA PAa3JIUYHBIE
remMaTtoJioTuuecKkue Hapymrenusa [12, 13, 19], uro
IOATBEPKAEHO B maHHOM wucciaemoBanuu (72,9%).
ITpu sTOM G0JIE€€ TTOJTOBUHBI HAIITUX MTAITNEHTOB UMEJI!
JeAKOTeHUI0, IPU 3HAUUTEJIHHO MEHBIIIEH YacToTe
aumdonernnu (18,8%), yem 3TO yKasbpIBAIOT APYyTHE
aBTOpPHI (25—60%) [3, 12, 19], comocTaBUMYIO YaCTO-
Ty Tpombormronenuu [3, 10—12] u cyirecTBeHHO
MEHBINTYI0 YacToTy KyMOC-TIOBUTUBHOM T'€MOJUTH-
YeCKOH aHeMHH, YeM B OOJIBIIINHCTBE HCCJIeLOBAHINA
(11,5 u 23-50% cooreercTBeHHO) [3, 10, 19].

WuTepecHbIMU, Ha HAIN B3TJIAL, HPENCTABIA-
IOTCS TOJIyUYeHHBbIe JaHHbIe IO YacTOTe BBIABJIIE-
Hua AH® y mamux namnuerToB. Ecau onleHUBaTh B
1meJioM, To HeraTuBHLIMY 10 AH® oxaszanuck 10,5%
0OJIBHBIX, UTO HA IE€PBBIA B3IJIAL IIPOTUBOPEUUT
coBpeMeHHBIM MeKIyHapOIHBIM PEeKOMEHIAIUAM
o guarsoctuke CKB, corsiacHO KOTOPBIM B OTCYT-
cTtBue ayroaHtuTea auarao3 CKB HempaBomouen
[24]. OngHarko mpu GoJsiee JeTaJIbHOM aHAJIU3E yAa-
JIOCh YCTAHOBUTH, UTO mocJie BHeapeHus B 2009 r.
B J1a00pPaTOPHYIO MPAaKTUKY Halnero ®emepaasbHOTO
IeHTPa MeTola HeIpPAMOM peaKIuu UMMYHOMIII00-
PecCIleHITNY C MCI0JIb30BaHUEM CTAHAAPTU3UPOBAH-
HBIX KJeTOK Hep-2 (smuTennasbHBIX KJIETOK paka
TOpTaHU UesioBeKa) B KauecTBe cyOcTpaTa AJisd oIpe-
nenenua AH® Bce meTu ¢ JOCTOBEPHBIM AUATHO30M
CKB umenu nosokuTeabHbI AH®. 9T0 moaATBEPIK-
JaeT MPAKTUUYECKYI0 HEeOOXOAMMOCTD OIpelesIeHUs
AH® BBICOKOUYBCTBUTEJIbHBIM METOLOM IIPHU IIOZ0-
spenuu Ha CKB.

Hartre ncciemoBanme moaTBEPANIO JaHHEIE APY-
TUX aBTOPOB, UTO Ipu oBeHWIbHOM naebiore CKB
CIIEKTD BBISBIAEMBIX AYTOAHTUTEJ TOCTATOUHO
mupok [3, 10, 12, 13, 19]. ITomoxkurenvubiii PP
OBLTT BBIABJIEH Y BCeX IMAIIMEHTOB C IOJUAPTPUTOM
B pamrkax CKB. Briasnernue Ro-AT uaime ormeua-
JIOCHh Y TTAaITMEHTOB C IIOCJIENYIOITell MaHu(pecTanuen
cuuapoma IllerpeHa u IpOABIEHUAMHU IO TUITY XPO-
HUYECKO! KOYKHON BOMTYAHKU. ITU JaHHbIE, Ha HAIII
B3TJISA, UMEIOT IIPOTHOCTUYECKYI0 3HAUMMOCTDL U
TpeOyIoT manbHeNIero nadyueHus. JdacTora BBISIB-
nenua autudochonunuauabix AT m rumoxomiie-
MEHTEMUU Cpefu HAIUX ITaIlueHTOB ObLia CyIle-
CTBEHHO HUJKe IPU COMMOCTAaBUMBIX Pe3yJbTaTaX II0
OOJIBIIIMHCTBY APYIUX HMMYHOJOTMYECKHUX HapPy-
menwuii [3, 10, 12, 13, 19].

B xome mcciemoBaHmsA MBI IPOBOAUJIN PETPO-
CIIEKTUBHBIN IIEPEeCcMOTP AMarHOo3a y BCeX IallueH-
TOB B cooTBeTcTBUU ¢ KpuTepuamu SCICC (Systemic
Lupus International Collaborating Clinics) 2012 r.
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[17], uTo 6BLTIO OGYCJIOBIEHO UX OOJBINEl YYBCTBU-
TeJbHOCTHIO, U COBPEMEHHBLIMHU PEKOMEHAAIIUAMU
mo auaraoctuke CKB c¢ roBeHuabHBIM gebioToMm [1,
24-26]. B arux KpuTEepMAX paCIIUPEH IepeueHb
IUATHOCTAYECKM 3HAUNMBIX KJINHUYECKUX U UMMY-
HOJIOTUYECKUX IIOKasaTejell, a TakyKe 0043aTesb-
HBIM TpeOOBaHUWEM SBJAETCA HaJIUuWe He MeHee
4 KpuTepueB, CpeIu KOTOPBHIX MOJKEH OBITH IO
KpaliHell Mepe OAUWH KJIMHUYECKUN WM OJUH UMMY-
HOJIOTUUECKU, UTO JaeT BOBMOKHOCTb YMEHBIITUTH
YaCTOTy AUATHOCTUUECKUX OIIMOOK.

Yacrora BeIsABaeHUA CAM y HaImmx nanueHTOB
ObLIA COIOCTAaBMMA C JINTEPATYPHBIMU JAHHBIMU,
coryiacHo KoTopbiM npu CKB oHa Baprupyer B qua-
masone ot 0,9 10 4,6% ciayuaes [27]. Huaraos CAM
BepudunmpoBanu Ha ocHoBe Kputepues 2009 r., B
pdAme cayuaeB peTpociIeKTuBHO [28].

AXKTUBHOCTH 3a00jieBaHUS Ha MOMEHT BepU-
duKanuu aumarHosa, IO HAIIUM JaHHBIM, ObLIa B
IeJIOM COIIOCTABUMA C JIUTEPATYPHBIMU JAHHBIMU
[18, 19], ogHako oHa OBlia BBHIIIE, UeM OaHHBIE
KUTalCKUX U JIJaATUHOAMEPUKAHCKUX MCCIemoBaTe-
aen (mexguana aktuBHoctu 13,7, 9,39 u 7,3, coort-
BeTcTBeHHO) [12, 13].

BrimmostHEHHOE MCCIeJOBaHNE UMeeT PAL CyIle-
CTBEHHBIX OTPAHUUYEHUI B CBA3U C PETPOCIEKTUB-
HBIM XapaKTepOM, YTO MOTJIO IIOBJUATH Ha BBIAB-
JISIEMOCTh OTHAEJbHBIX KJINHUYECKUX ITPOSBICHUMN
¥ UMMYHOJOTHUECKUX MapKepoB. Ha Hamt B3I,
pe3yabTaThbl JAaHHOTO MCCJAEIOBAHUSI MOTYT BHECTHU
BKJIaJL B BO3MOYKHOCTDH IIOBBIIIIEHUA UHMOOPMUPO-
BAHHOCTU IIPAKTHUUYECKUX Bpauell pasiuUHBLIX CIIe-
nmuaabHOCcTeH 06 ocobernHocTsax CKB ¢ 10BeHUIbHBIM
Ie0I0TOM W YMEHBIIUTL CPOKU, HEOOXOAWMbIE IJIA
BepuUKaAIMKU AUArHO3a U, KaK CJeACTBUE, YJIyd-
IIIUTH IPOTHO3 3a cUeT 6oJiee paHHETo Havajaa afeK-
BaTHOU Tepamnuu.

Yactora u pacupoctpanenHocts CKB y mereit
B Poccuiickoii @enepanuu B HaACTOAIIee BpPeMA
MMPAKTUYECKN He H3yYeHBI W JaHHBIE OTHEJIbHBIX
POCCUIICKUX HCCIeA0BATENIeN HE CUCTEeMaTU3UPOBAa-
ubl. Haubosiee kpymHoe uccaenoBanue B X X1 Beke,
MOCBAINEHHOEe TIpobJjieMe MUAarHOCTUKU U OIeHKU
axtuBHOCTU CKBy meteii B Poccutickoit @Penepanuu,
BbITTOJTHEHO Ha 0ase CauKT-IleTepOyprckoro rocy-
JTapCTBEHHOTO MeAMaTPUUYECKOTO YHUBEPCUTETA U
BKJIOUAT0 45 6osbHBIX [29]. IlomyueHHBIE B 3TOM
paboTe pe3yabTATHl HECKOJBKO OTJIUYAIOTCA OT
HAIMUX OaHHBIX. Tak, HaMU BBIABJIEeHaA OOJIbIIAd
YacToTa apTPUTAa, MOPAKEHHUA ITOUYEeK M CEePO3UTOB
IIPA MEHBIIEHA BBISBJIAEMOCTH HEHPOICUXUUYECKUX
HapymeHuii. Ha cerogHAmMIHWUN [OeHb OMYyOJIUKO-
BaHBLI OOHOBJIEHHBIE HAIMOHAJNbHBIE KJINHUUYECKUE
pexomenganuu mo CKB y mereii [30], ogHAKO MBI
mpeamoJiaTaeM, UYTO HIPOBeAeHWe BCECTOPOHHEro
HAIIMOHAJBLHOTO HCCJEeNOBAHUA IO 3TOU Mpodieme
MOJKET CTaTh BAKHBIM IIIAaTOM, KOTOPBIN MO3BOJIUT
Jy4Ille TMOHATL NPoOJieMy paHHeH IUarHOCTUKWH,
neuenus u mouuropunra CKB y mereii.

3akaroueHue

HOna CKB y gmereii u TOAPOCTKOB XapaKTep-
Ha BBICOKAs AKTHUBHOCTL B AebioTe. B GoJIbIINMH-
CTBE CJyYaeB IEePBbIe CUMIITOMBI — OOIIEKOHCTH-
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TYIIMOHAJbHBIE HAPYIIEHUs, UTO CTAJO0 MPUUUHON
OIMUOOYHON MMATrHOCTUKU WHGPEKINU WU aJljiep-
rudeckoro s3abojeBaHuA y 1/; HAIIUX HAIEHTOB.
Hawu6Gosaee uacteie npoasiaenusas CKB — mopaskenue
KOKU U TOJUAPTPUT, JIEHKOIEHUA, MMOJOKUTETIb"
velii AH® Ha KyabpType Kietok Hep-2. B aroit
CBsA3U IiesiecoobpasHo mupe BKJIouaTh CKB B nua-
THOCTUYECKUX IIOUCK y JeTel, 0COOEHHO [eBOUeK-
TMOAPOCTKOB, C OOIEKOHCTUTYIIMOHAJIbHBIMU HAPY-
neHusaMu (B IepPBYIO ouepenb, ¢ HEMOTHUBUPOBAH-
HOHM JUXOpamKoil, HeOOBACHHMON KOHKPETHBIMU
NpUYMHAMHU IIOTepeil Macchl TeJsia), MPU coueTa-
HUU KOHCTUTYIIMOHAJBHBIX HaPYIIeHUi ¢ JefKo-
meHuel, B T.4. JuM@oOIeHued, 1 IOJUaPTPUTOM,
B cayudadx O0e3yCIIEeIIHOTO JieUeHWs IIpeAIoJara-

eMOl «MH(pEeKIUN» WIN <«aJJIepPruu», HPU HaJU-
Yuu 0000, HEOO'BbACHUMOIO IPYIMMU IIPUYMHAMYI
MYJbTHOPTaHHOTO IOpaskeHus. Ilpm momospeHun
Ha CKB HeoO0XoauMBI IIOJHOIIEHHOE 00CJIefoBaHIIe
C HCIIOJIb30BAHNEM BBICOKOUYBCTBUTEIBHLIX MMMY-
HOJIOTHUYECKUX METON0B UM BepUPUKAIUA JUarHo3a
HA OCHOBE COBPEMEHHBIX MEXKIYHAPOIHBIX PEKO-
MeHIAIn.
Hcmounuk ¢punancuposanus: He ykas3ax.
Kongaukxm unmepecog: 6ce asmopuvl 3aA6uiu 00
omeymemaeuu KOHQIUKMa UHMEepPecos.
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Salugina S.O. @ 0000-0003-3689-431x.
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T A. Abickunal, H.C. TToguepnseBa!, B.A. ITogzoakoBal, B.C. Apakeasn?, B.I'. [TanumawBuau?

HECTIELIM®OUYECKUM AOPTOAPTEPUUT U HEMPO®UBPOMATO3
1-ro TUITA: TPYAHOCTU AVNOOEPEHIIMAABHOIO AMATHO3A

I®OTAOY BO Iepsbiit MIMY um. .M. CeuenoBa (CeueHOBCKUM YHUBEPCUTET),
20TBY HMUL] CCX um. A.H. BakyreBa M3 PD, Mockga, PD

Hecnennduueckuit aoproaprepunt (HAA) — cucreMHBIl BaCKyJIUT, XapaKTePU3YIOIUIICI cerMeH-
TapHBIM NPOAYKTUBHBIM BOCIIaJIeHNEM CT€HOK aopThl. Hapsaay ¢ aopToii mopaskeHue pacnpocTpaHs-
eTcd Ha OTXOAAIIMe OT Hee KPYIHbIe apTePHuu, NPeNMyIIeCTBEHHO B 00JIaCTH YCThS U MPOKCHUMAJIb-
HBIX oTAesoB. IlaTosoruuyeckuii mpomecc MoKeT ObITH JOKAJIU30BAHHBIM HJHM PACIPOCTPAHEHHBIM,

BPAUY

a KOHEUYHBIE€ COCYJUCThIe U3MEHEHHs — Ie(opMHUPYIONIMMH, CTEHO3UPYIOIUMU U COYETAHHBIMH C
anespusmamu. Knaccuuecku HAA mposaBiasieTcsa acuMMeTpHeii WM OTCYTCTBHEM IyJIbca U apTepu-
anpHOrO KasiaeHusd (Al). B cayuyae cTeHO3a MOYEUHOI apTepPUH MM KOAPKTAIINH A0PTHI PA3BUBAETCI
BBICOKAs apTepHajbHas I'MIIEPTeH3Usd, KaK KIWHUYECKoe MPOsBJeHUe CHHIPOMAa CpexHeil aopThI
(CCA). CCA moskeT pa3BUBAThCA MPU HEKOTOPHIX FeHETHUECKUX 3a00/IeBAHNAX, B T.4. Heiipoduopo-
maro3se 1-ro Tuna (H®1). IIpumepno y 2,3—4% nanuentoB HP1, kpome nsareH «kode ¢ MOIOKOM» HA
KOJKe, MOJKOKHBIX HelipoduOpoM, raMapTOMBbI paxyskKu (y3eaku JIuia) 1 omyxoau 9KToiepMaIbHO-
T'0 IPOUCXOKIEHH s, PA3BUBAIOTCA COCYyANCThIe aHOMaauu, npuBogsamye kK CCA. YunrteiBas, CX0KyI0
KanHnYecKyro kaptuny npu passutun CCA npu HAA u H®1, Ho pa3Hble TAKTUKH TePANIEBTUYECKOTO
BeJeHUs JaHHbIX alleHTOB, IPUBeIeHbI JUTepATyPHbIE CBeleHN I, IpeacTaBieHo Ha0 ogenue CCA
y neBouku 10 ser ¢ npusHakavu u HAA u H®1, norpeGoBaBuiero npopeieHne aopTo-a0pTaIbHOTO
UIYHTUPOBAaHUA HA (pOHe GA3MCHON Tepamun.

Knrouesvie cnosa: necneyupuieckuii aopmoapmepuum, Helipogpubpomamos 1-z0 muna, cundpom cpeod-
Hell aopmbt, demu, OuppeperyuarvbHbLil OUazHO3.

Hum.: I''A. JIvickuna, H.C. ITo0uepusesa, B.A. I1od3onkosa, B.C. Apaxeasn, B.I'. Ilanumawsuau.
Hecneyuguueckuil aopmoapmepuum u Heilpogpubpomamos 1-z0 muna: mpyorocmu ou@gepeHyuans-
Hozo duazHosa. [Teduampus. 2019; 98 (3): 105-111.

G.A. Lyskinal, N.S. Podchernyaeval!, V.A. Podzolkoval, V.S. Arakelyan?, V.G. Papitashvili2

NONSPECIFIC AORTOARTERITIS AND TYPE 1
NEUROFIBROMATOSIS: DIFFERENTIAL DIAGNOSIS ISSUES

I1.M. Sechenov First Moscow State Medical University; 2Bakulev Scientific Center of Cardiovascular Surgery,
Moscow, Russia

Nonspecific aortoarteritis (NAA) is a systemic vasculitis characterized by segmental productive
inflammation of aorta walls. Along with the aorta, lesion extends to large arteries extending from
it, mainly to valve and proximal areas. Pathological process can be localized or widespread, and
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