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PE3IOME

Llenb. Onpepenutb KanUANApoCKoNuyeckne 0COGEHHOCTU HOFTEBOTO J10XKa Y A€Tel C NOATBEPKAEHHON I0BEHUIBHOI CUCTEMHOI CKNEpOAEpMU-
eit (FOCCLl) n napameTpbl, acCCOLMMPOBAHHbIE CO CHUXEHMEM MNOTHOCTU KanuaiapHOro pycna.

Nm3aiH. [1ByXUeHTPOBOE PETPOCNEKTUBHOE KOTOPTHOE UCCNef0BaHMe.

Matepuans! u Metoabl. B uccnenosaHme BraoYeHsl 43 naumeHTa ¢ noaTeepxaeHHbIM AnarHosom KOCCH (35 pesoyek, 8 ManbynKoB; MeanaHa
Bo3pacTta — 14 (10; 15) ner). lnarHo3 ycraHaBauBancs, cornacHo kputepusam Paediatric Rheumatology European Society/American College
of Rheumatology/European Alliance of Associations for Rheumatology (2007). Kanunnspockonus Hortesoro noxa (KHJ1) nposoaunace no
ctanpapty European Alliance of Associations for Rheumatology. OueHuBanucbh NAOTHOCTb KANUANAPOB, MAKCUMANbHBIA [UAMETP anUKanbHO
yacTu, MopdoNnorus, Hanuyme ruraHTCKUX KanuanspoB, MUKPOreMOopparuii, aBacKyNspHbIX 30H, NEPUBACKYNAPHOr0 OTeKa M IKCTPaBa3aToB.
MockonbKy HeT ybeauTenbHbIX AOKA3aTeNbCTB TOFO, YTO Y AETEl MOXHO ONPeAensTb CKNepOAepMUYECKUe NaTTepHbl, OLEHUBANUCH OTAENbHbIE
KONMYecTBEHHble U KauecTBeHHble napameTpbl KHJI, a He kaTeropuanbHas knaccudukaums no naTrepHam.

Pesynbratbl. CHUXEHUE MAOTHOCTM KanuANspHoro pycna (< 7 kanuanspos Ha 1 Mm) BbifiBneHo y 35 (81,4%) w3 43 nalMeHTOB, MeAMaHa
NAOTHOCTU cocTaBuna 5 (4; 6) kanunnspos Ha 1 mm. Paclmpenue kanunnsapos oTMeveHo y 41 (95,4%) n3 43 feTeid, rUTaHTCKUE Kanuanapbl —
y 20 (46,5%), aHomanbHas mopdonorus — y 40 (93%), nepuBackynapHbIi oTek — y 24 (55,8%), mukporemopparum — y 15 (34,9%). Meanata
MaKCMManbHOro fUaMeTpa anuKkaabHOM YacTu Kanunnspa coctaBuna 45 (36; 68) mkm. Mpu cpaBHeHUM fieTell ¢ HOpManbHOM (N = 8) U CHUKEH-
Ho#i (n = 35) NNOTHOCTbIO KANWINAPOB OKA3aN0Ch, YTO NALMEHTHI CO CHIKEHHOW MNOTHOCTbIO GbiK cTaple (MeauaHa Bo3pacta — 14 npoTus
10 net; p = 0,008), y HUX 3HAYMMO YaLle BbIABAANUCH heHomMeH PeitHo (68,6 npoTus 25%; p = 0,042; oTHoweHue waHcos (OW) = 6,5; 95% fo-
BepuTenbHblit uHTepsan (AN): 1,1-37,8) u kanunnapsl apesosugHoii dopmbl (74,3 npotus 25%; p = 0,014; OW = 8,7; 95% AWN: 1,5-50,9),
a TUraHTCKWe Kanuanapsl U NepuBacKyApHbIA OTEK BCTPeYanuch ToNbKo B 3Toi rpynne: 57,1% (p = 0,004; OW = 22,5; 95% [iW: 1,2-420,0)
n 68,6% (p < 0,001; OW = 39,7; 95% [IN: 2,1-752,0) cOOTBETCTBEHHO. HanpoTue, Kanuanspsl WNUAEBUAHOI hopMbl Yalle HabAAANUCE NpU
HOpMasbHO NoTHOCTH (87,5 npotus 40%; p = 0,021; O = 0,095; 95% [W: 0,01-0,86). CTaTMCTUYECKM 3HAYUMOI acCOLMALUM MEXAY CHU-
XEHWeM NNOTHOCTU KanunspoB U HaNNYMeM UHTEPCTULMANbHOTO NopaXeHus nerkux He 6110 (54,3 npotus 37,5%; p = 0,457). AHanus umen
onucaTenbHbll XapaKTep, NONpaBKa Ha MHOXECTBEHHble CPAaBHEHUA HE NPUMEHANACh.

3akntoyeHue. Y geteit ¢ HOCC[, 4acTo oTMe4anncb CHUXEHME NNOTHOCTM KanuanAapoB, PaCIMPEHHbIE U TUraHTCKUe Kanuanspel, aHOManbHas
MophOoNorus U NepuBacKyNAPHbIA OTEK. YMeHblIeHWe NAOTHOCTU KanuANSPHOro pycia acCcoLMUpOBanocCh C BO3pactoM, GeHoMeHOM PeiiHo
¥ TaKMMM KauyecTBEHHbIMM NapamMeTpamu, Kak TMraHTCKMe Kanuanapbl, Kanuanapbl 4peBoBUAHOI hOPMbl U NepUBACKYNAPHbIA OTeK. MonyyeHHble
AaHHble 060CHOBbLIBAIOT HEO6XOAMMOCTL Pa3paboTky Bo3pacTHbIX petepeHcHbix nokasateneit KHI v ganbHedwmux npocnekTUBHbLIX UcCesoBa-
HWIi ANA YTOYHEHUA NPOrHOCTUYECKOI LIEHHOCTM OTAEeNbHBIX Kanunnapockonuyeckux napametpos npu FOCCA.

Kntodessie cn08a: 0BEHUNbHAA CUCTEMHAA CKNEPOAEPMUSA, KaNnUNNAPOCKONMUA HOTTEBOrO /10X, MUKPOLMPKYAALMSA, MNOTHOCTb Kanuiiapos,
BetH.
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ABSTRACT

Aim. To identify the nailfold capillaroscopic features in children with confirmed juvenile systemic sclerosis (3SSc) and the parameters
associated with decreased capillary density.
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Design. Two-center retrospective cohort study.

Materials and methods. The study included 43 patients with confirmed JSSc (35 girls, 8 boys; median age of 14 (10; 15) years).
The diagnosis was established according to the Paediatric Rheumatology European Society/American College of Rheumatology/European
Alliance of Associations for Rheumatology (2007) criteria. Nailfold capillaroscopy (NFC) was performed according to the European Alliance
of Associations for Rheumatology standard. The capillary density, maximum apical diameter, morphology, the presence of giant capillaries,
microhemorrhages, avascular areas, perivascular edema, and extravasates were assessed. Since there is no convincing evidence that
scleroderma patterns can be defined in children, individual quantitative and qualitative NFC parameters were assessed rather than using
a pattern-based classification system.

Results. Decreased capillary density (< 7 capillaries per 1 mm) was detected in 35 (81.4%) of 43 patients; the median density was 5 (4; 6)
capillaries per 1 mm. Capillary dilation was noted in 41 (95.4%) of 43 children, giant capillaries in 20 (46.5%), abnormal morphology in 40 (93%),
perivascular edema in 24 (55.8%), and microhemorrhages in 15 (34.9%). The median maximum apical capillary diameter was 45 (36, 68)
pum. When comparing children with normal (n = 8) and decreased (n = 35) capillary density, patients with decreased density were older
(with a median age of 14 vs. 10 years; p = 0.008), and they had a significantly higher prevalence of Raynaud's phenomenon (68.6% vs. 25%;
p = 0.042; odds ratio (OR) = 6.5; 95% confidence interval (CI): 1.1 to 37.8) and arborized capillaries (74.3% vs. 25%; p = 0.014; OR = 8.7;
95% CI: 1.5 to 50.9). Giant capillaries and perivascular edema occurred exclusively in this group: 57.1% (p = 0.004; OR = 22.5; 95% CI: 1.2
to 420.0) and 68.6% (p < 0.001; OR = 39.7; 95% CI: 2.1 to 752.0), respectively. In contrast, hairpin capillaries were more often observed
with normal density (87.5% vs. 40%; p = 0.021; OR = 0.095; 95% CI: 0.01 to 0.86). There was no statistically significant association
between decreased capillary density and the presence of interstitial lung disease (54.3% vs. 37.5%; p = 0.457). The analysis was descriptive;
no correction for multiple comparisons was applied.

Conclusion. In children with JSSc, decreased capillary density, dilated and giant capillaries, abnormal morphology, and perivascular edema
were common. Decreased capillary density was associated with age, Raynaud's phenomenon, and qualitative parameters such as giant
capillaries, arborized capillaries, and perivascular edema. The findings justify the need to develop age-specific reference values for NFC

and further prospective studies to clarify the prognostic value of individual capillaroscopic parameters in JSSc.
Keywords: juvenile systemic sclerosis, nailfold capillaroscopy, microcirculation, capillary density, children.
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BBEAEHUE

H0BeHunbHas cuctemHas cknepopepmus (HOCCH) — pegkoe
ayTOMMMYHHOE 3ab0NeBaHNe COeAUHUTENBHON TKAHU C MpeuMy-
LWEeCTBEHHBIM NOPAXEHNEM KOXM, COCYLOB U BHYTPEHHUX Opra-
HOB C MPOrpeccUpyloUM TeYEHUEM U MOTEHLMANBHO Hebnaro-
NpUATHbIM NporHo3om [1]. Mo gaHHbIM NONYAALUMOHHBIX UCChe-
[OBaHuiA, nepeuyHas 3abonesaemoctb HOCC coctasnser okono
0,05 Ha 100 Tbic. geTen B rog, npu 3ToM MeHee 3% Bcex cnyyaes
cuctemHoit cknepopepmumn (CCL) dukcupytotcs B Bo3pacte Ao
16 neT u meHee 2% — B Bo3pacTe Ao 10 net [2, 3]. Mo pe3synb-
TaTam o6leHalLMOHaNnbHOro UcciefoBanus, B AnoHun (2016—
2020) nepsuyHas 3abonesaemoctb HCC[ 6bina 0,98-1,59 Ha
1 mnH peteint [4].

B Poccuiickoit ®epepauun 3nuaeMMoNnoruyeckue AaHHble
no HCCL ocraioTcs orpaHuyeHHbIMK: B LleHTpanbHom depe-
pansHom okpyre B 2019 r. pacnpocTtpaHeHHocTs HOCCH cocra-
Buna 0,6 Ha 100 Tbic. geTeit (8o 17 NeT BKAYUTENLHO), @ AONS
HOCCL, cpeamn Bcex peBMaTuyeckux 3abonesaHuii — 0,9% [5].
B Mockee B 2016—2020 rr. oTMeYeH poCT pacnpoCcTpaHeHHOC-
™ HCCL B 2,2 paza — po 3,1 Ha 100 Thic. AeTeil, a NepBuy-
Has 3a6oneBaeMoCTb YBeIMUYMAACh B 2 pas3a, AOCTUTHYB 0,6 Ha
100 Tbic. geTeit [6]. YkasaHHbIe TEHAEHLMM NOATBEPKAAOT HE0O-
XOAMUMOCTb COBEpLIEHCTBOBAHUSA CNOCOBOB paHHEi [UarHOCTUKM
M MOHWTOPWHIa 3aboNeBaHus, B TOM YUCIE C MCMOJb30BAHUEM
MHCTPYMEHTa/IbHBIX METOAO0B OLEHKWN MUKPOLIMPKYAALMN.

Knuuuyeckue npossnequs HOCCH MHOroobpasHsl, a B OCHO-
Be KJIWHUYECKOW KapTUHbI NEXWUT naToreHeTMyeckas Tpuapa:
BacKyn0naTus, AUCPErynauma UMMYHHOTO OTBETa U PeMOAeNU-
pOBaHWe COeANHUTENbHOM TKaHW C pa3BuTuem dubposa. Cpeam
COCYANCTbIX NPOSABNEHWI, BKIIOYEHHBIX B AWATHOCTUYECKME
kputepumn KOCCA, BblgensioT heHomeH PeitHo (OP), purutanbHble
A3Bbl M U3MEHEHUA KaNWANAPOB, NO AaHHbIM KaNUANAPOCKONUM
Hortesoro noxa (KHI) [7].

®OP — opuH 13 Hanbonee paHHux cumntomos CCL, obycnos-
NEHHbI Npexofflen MWeMUen Ha YpPOBHe NpeKanuinsapHbIX
apTepuon 1 apTepuoBeHO3HbIX WYHTOB (puc. 1). OP moxeT GbITh

nepeBuYHbIM (He CBSA3aHHbIM C CMCTEMHbIMM 3abofeBaHUAMMU)
M BTOPUYHbIM, Hanbonee yacto — npu CCH. AHTUHYKNEapHbIi
takTop Ha HEp-2, Hannune aHTULEHTPOMEPHBIX aHTUTEN, aHTu-

Puc. 1. ®enomen Pefino — mmocuHeHHe IIAABIIEB PYK
u Hor. Pomozpagpuu Ocmununon M.K. u I lodsoxos0ti B.A.
Fig. 1. Raynaud's phenomenon — bluish

discoloration of the fingers and toes.
Photos by Osminina M.K. and Podzolkova 17 A.

56 | Doctor.Ru | Vol. 25, No. 5 (2026)



OPUTNHAABHBIE CTAThU ||

Ten Kk Tononsomepase I (aHTu-Scl-70) u k PHK-nonumepase III
u cootBeTcTBylOWMe pe3ynbTatsl KHIy nauneHTos ¢ ®P nosso-
nsoT 3anogo3put CCL Ha paHHel cTaguu, YTO NOATBEPXKAEHO
mexpyHapoaHbeim npoektom Very Early Diagnosis of Systemic
Sclerosis [8].

Mpwn CCL, B oTAnumne oT nepsuyHoro ®P, oTmeyaeTcs nocre-
neHHas [e30praHu3auns KanuiiapHoro pycna B KOXe U BHYT-
peHHux opraHax. MUKpococyaMcToe noBpexaeHne nporpeccu-
pyeT co BpeMeHeM: CHayana NpouCXOAWT pacliMpeHue Kanun-
NAPOB, KOTOPOE MOXET NMPOABAATLCA HA KOXEe B BUAE TeneaH-
TM3KTa3mit, a 3aTeM BCNEACTBME anonTo3a 3HAOTENUANbHbIX
KNeTOK pa3BMBaeTCA PeAyKUMA KanunnspHoi cetu. KoHeUYHbIMK
pe3ynbTaTaMu CTAaHOBATCA Nporpeccupyowas uwemus nepude-
pUYecKUX TKaHel U COCYAMCTas HeAoCTaTOYHOCTb, NOAJEPHKU-
BaeMas npoleccamu Gpubpo3a, c HhopMUPOBAHUEM AUTUTANIBHBIX
pYyOGUMKOB W AMTUTANbHBIX A3B HAa KOHYMKAX Nasbles, KOTOpble
MOTYT MPUBOAUTD K TAXKENbIM NOCNEACTBUAM BMIOTb JO CAMOAM-
nytauuu danatr (puc. 2) [9].

Puc. 2. AurmraspHbIe A3BBI, PyOIIbI, HEKPOIEI

VI CAMOAMITYTAITIH (PAAAHT ITAABIICB KICTCH

Y ACTEH C CHUCTEMHOM CKACPOAEPMHEH.
Domozpagpuu Oecsmununoin M.K. u Ilodsonxosodi B.A.
Fig. 2. Digital ulcers, scars, necrosis, and
autoamputation of the finger phalanges in children
with systemic sclerosis. Photos by Osminina M.K.

o and Podzolkova 1 A.

[IurutansHele A3Bbl KaK pe3ynbTaT TAXKENOW BacKyaonatuu
KOPPENUpyIoT C NOPa)KeHWEM BHYTPEHHUX OPraHOB, BbICOKOI
YacTOTOM CepAeYHO-COCYAUCTBIX KATacTpod W CHUXKEHUEM
BbIXXMBaeMoCTH nauumenTos [10, 11].

Takum 06pa3om, KTMHUYECKUE U3MEHEHUS HA KOHYMKAX NaJib-
LieB — 3TO UL BULMMAR YACTb CUCTEMHOTO MUKPOCOCYANCTO-
ro nopaxeHus npu CCA. MmeHHo cnocobHocTb KHI1 nokassieats
MUKPOCOCYAMCTbIE U3MEHEHMA HA PaHHell, JOKTNHUYECKON CcTa-
Anu 0bycnoBuna BKIKOYEHWE ee NapameTpoB B Knaccudukaum-
OHHble KpuUTepum 3abonesaHus.

KHN sBnsetca ofHMM u3 Haubonee [OCTYNHLIX HEMUH-
Ba3WBHbIX METOAOB OLEHKW COCTOAHMA MUKPOLMUPKYNALUM
B NpaKTWKe Bpaya. bnaropaps aHaToMMYECKOMY pacnonoxe-
HUIO KanuANApHbIX NeTeNlb B 3TOW 30He UX MOXKHO BU3yanu-
3UpOBaATb HAa 3HAYUTENILHOM NPOTAKEHUN U OLEHMBATb Cpasy
HECKONbKO XapaKTepucTuK (Konuuectso, pasmepsl, Gopmy,
pacnonoxeHue), 06HapyXUTb MUKPOTEMOPPAruu, yY4acTKu
peayKuuu, NpU3HaKU NaToNOrMYeCcKOro aHruoreHesa u Aap.
[12-14] (puc. 3). Ha ocHOBaHNU 3TUX U3MEHEHUI Y B3POCTbIX
nauyMeHTOB ObINKN BbIfleNEeHbl TPU XapaKTEPHbIX AN CUCTEMHOW
CKNepoJepMmMu KanuansapoCKONUYECKUX MaTTepHa: paHHuiA,
aKTUBHbIN M no3gHUit (puc. 4) [15]. OHKM oTpaxatoT nporpec-

Puc. 3. Kanmaaspockonudgeckas KapTHHA B HOPME
(A) 1 mpu cucremHOM ckAeposepmu (B) mpu
oAHOM 250-KkpaTHOM yBeArduenun. [Ipu cucremuo
CKACPOACPMHUM OTMEYAFOTCH BEIPAKECHHOE CHIKCHIIE
KOAHYECTBA KAIIAAAPOB Ha 1 MM (IAOTHOCTD),
HAAMYIE THTAHTCKUX KAITMAAAPOB, MUKPOTEMOPPATHE
U OTeKA IEPUBACKYAAPHOI 30HbL Ml aiwempayuu

[ 1ooso0.x0600 B.A.

Fig. 3. Capillaroscopic picture in normal (A) and

in systemic sclerosis (B) at the same 250X magnification.
In systemic sclerosis, there is a pronounced decrease

in capillary density (number per 1 mm),

the presence of giant capillaries, microhemorrhages,
o and perivascular edema. [/ustrations by Podzolkova 1V A.
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Puc. 4. KanmmaAfIpoCKOIIMYeckre HaTTePHBI CUCTEMHOIN CKACPOACPMUN Y B3POCABIX. VL atwcnpayuu I Todsonxoson B.A.

Fig. 4. Capillaroscopic patterns of systemic sclerosis in adults. [/ustrations by Podzolkova 17 A.

AKTUBHbBIN

PaHHui

[unataums Kanuanapos, OTCYTCTBME reMopparuii,
HOPManbHas MAOTHOCTb KaNUANAPHOTO pycna

cupoBaHue 3abonesaHus u cTeneHb BOBAEYEHUS BHYTPEHHUX
opraHos [16, 17].

[ins paHHero ckiepogepMMyeckoro naTTepHa XapakTepHa
OTHOCUTENIbHO COXPaHHas MIOTHOCTb KanuspHON CETH, BCTpe-
4aloTCA pacWMpeHHble W eAUHUYHbIE TUTAHTCKWUE Kanusnspel,
MHOTgAa — OTAe/bHble MUKporemopparuu. B akTuBHO! dhasze
M3MEHEHWA PacnpoCTPAHAIOTCSA, HApacTaeT NOTePs Kanuanspos.
Mpu nosgHeMm naTTepHe HAOMOJAIOTCA ABACKYASPHbLIE 30HbI,
HapylweHWe PerynsipHOCTM COCYAUCTOW ceTH, npeobnasaHue
aHOMaNbHO Pa3BETBJEHHbIX MeTejib, CBA3AHHbBIX C HeOaHruore-
He3om [13, 18].

Cpepnw Bcex napameTtpos KHJ1 oco6oe mecTo 3aHMMaeT naot-
HOCTb KanuanspoB (KONWYECTBO KOHEYHbIX KamuanapoB Ha
1 noroHHblit Mm). OHa MpU3HaeTcs OfHUM U3 Haubonee 3Ha-
UMMBIX M XOpOLWO BOCMPOWU3BOAMMbIX nokasateneir KHJI, a ee
CHUXEHME — BbICOKOCTELMPUYHbIM NTPU3HAKOM CKIEPOAEPMU-
YECKOro NMopaXeHus MUKpouupKynatTopHoro pycna [19]. bonee
TOro, UMEHHO HU3Kas MIOTHOCTb Kanunnsapos Hanbonee yCToii-
UMBO CBA3@HA C CUCTEMHBIMU OCNOXHEHMAMMU U HebnaronpuaT-
HbIM nporHo3om npu CCL [20].

HecmoTps Ha pa3paboTKy 1 BaNMAaLMIo CKIepoaepMUYEeCKmMxX
naTTEPHOB /1A AUArHOCTUKM U nporHosuposaHus CCh y B3poc-
NbIX, BAHHbIX 0 BO3MOXHOCTU UX NTPUMEHEHUS B NEANATPUYECKON
NpaKTMKe HEAOCTaTOYHO. MUKPOLMPKYNAUUA Y feTel UMeeT pag
aHaTOMO-(U3MONOTUYECKMX OCOOEHHOCTEN: NAOTHOCTb Kanui-
NIIPOB HOTTEBOrO JI0Xa BapbMUpyeT B 3aBUCMMOCTM OT BO3PacTa,
YTO 3aTpyAHAET NpsMOe NPUMEHEHWe B3POCAbIX HOPMATMBOB
B MeAnaTpuyeckon npaktuke [21, 22].

B HeMHorouncneHHblx uccnegosaHusax pesynbtatoB KHJ
npu KCCL nokazaHo, 4TO KIACCUYECKMII CKNepoaepMUYECcKUit
nattepH (paHHWiA, aKTUBHbLIA UM MO3OHUIA) Yy AETeil BbIABASA-
€TCA pexe, YeM y B3POCAbIX, @ NPeobnafaloT OTAeNbHbIE CKie-
pOAEpMONofo0OHble M3MEHEHUs — TUraHTCKME Kanuanapbl,
MUKpOreMopparuu, CHUXeHMe NAOTHOCTU U NepUBACKYNSPHbIN
oTeK [23, 24].

[eTeporeHHOCTb KanUANSPOCKONUYECKOH KapTUHbI, OTCYTCT-
BUE Ba/IMANPOBAHHBIX NEANATPUYECKUX HOPMATUBOB U MaTTEp-
HOB CO34at0T TPYAHOCTU U JAS MHTEpPNpPETaLMMU Pe3yibTaTos, !
LJ15 CONOCTaBNeHUsA JAHHbIX Pa3fMUHbIX UccinepoBaHuil. Kpome
TOrO, CBA3b KANUANAPOCKONMUYECKUX U3MEHEHWI C KIMHWUYECKM-
mu npossnenuamu KOCCH y netet octaeTcs HefOCTaTOYHO U3Y-
YEHHOMN.

Llenb HacTosAweil paboTbl — onpegeneHne KanuinsapocKo-
MUYECKUX 0COOEHHOCTE HOTTEBOrO IOXA Y AETel C NOATBEPXK-
pexHoit FOCCA, v napameTpoB, acCOLMMPOBAHHBIX CO CHUXKEHUEM
NAOTHOCTU KanWUANAPHOrO pycna.

YMeHblueHne NIOTHOCTH, 3HaYMMan Aunatauus
Kanuansipos, rMraHTCK1e Kanuansipsl (Auametpom
Gonee 50 MKM), BO3MOXHbI reMopparuu

Mo3aHwi

BbipaKeHHOe CHUXeHME NAOTHOCTU Kanuanspos,
HanM4Me aBacKyNAPHLIX 30H, KYCTOBUAHbIE/APEBO-
BUAHbIE KANUANSAPLI

MATEPWUAJIbI U METOJ1bI

lpoBeaeHO ABYXLEHTPOBOE PETPOCNEKTUBHOE KOropTHOe MC-
cnefoBaHue, B KOTOpPOE BKIOYEHbl 43 nauueHTa C NOATBEPXK-
LeHHbIM anarHosom HOCCL (35 peBoyek, 8 ManbyMKoB) B BO3pac-
Te oT 4 o 17 net (MeanaHa — 14 net), HabNIOLABWMXCS B K-
Hukax MepBoro MockoBCKOro rocyaapcTBEHHOrO MeAULMHCKOTO
yHusepcuteta umenn U.M. CeyeHosa u CaHkT-lNeTepbyprckoro
roCyfapCTBEHHOTO NeAuaTPUYecKoro MefuLUHCKOro yHUBEp-
cuTeta B nepuog ¢ Hosbps 2022 roga no asryct 2026 ropa.
WccnepoBaHmne BbIMONHEHO 3a cYeT rpaHTa Poccuiickoro Hayy-
Horo coHpaa Ne 26-15-00256.

Y Bcex naymenToB nposegeHa KHJ1 B cooTBeTcTBuMM € Npo-
TOKONOM, pa3paboTaHHbiM paboyeii rpynnoi EBponeickoro
anbAHca accouuauuii pesmatonoros (European Alliance
of Associations for Rheumatology, EULAR) no mukpouup-
KyAsaLUMKM npu peBmaTuyeckux 3abonesaHusax u pynnoit no
kanunnapockonuu KoHcopunyma KIMHUYECKUX UCCNef0Ba-
Huit cknepogepmumn [17]. KHJ1 npoBogunach Ha nafoHHOM
NOBEPXHOCTU AUCTaNbHbIX hanaHr BTOPOro — NATOro najb-
ueB obeux pyK C MCNONb30BaHUEM BUEOKANUINAPOCKO-
na ¢ 200-kpaTHbIM U Gonee yBenuyeHuem. M3obpaxeHus
nosyyanu M OUEHUBANM KBanMbULMPOBAHHbIE PEBMATO-
JIOTH, KOTOpPble He ObINM OCBEJOMAEHbI O KAMHUYECKUX
LaHHbIX.

HopmanbHas NAOTHOCTb KanunnApoB onpejensnach Kak
= 7 kanunnapoB Ha 1 mm. Kanunnsapsl ¢ fMameTpom anukasb-
HOW YacTn > 20 MKM KnaccuuuupoBanucCb Kak paclimpeH-
Hble, @ KanuANsapel ¢ AMameTpoMm > 50 MKM — KaK rUraHTckue.
[lononHuTtenbHO oLeHnBanuck MOphoNorus Kanuinapos, Hanu-
4Me MUKpPOreMopparuii, aBacKynsapHbIX 30H, NEPUBACKYNAPHOTO
OTeKa M 3KCTpaBa3aTos.

KpuTepuu BkntoYeHNs B UccrepoBaHue:

® Bo3pacT fo 17 net BknounTenbHo Ha MomeHT KHIT;

® noatBepxaeHHblii anarHo3z HOCCH, cornacHo Kputepusam

Paediatric Rheumatology European Society/American
College of Rheumatology/EULAR (2007);

e BoinonHenne KHJ1 nocne ycraHosnenus guarHosa HOCCL

no ctaHpapty EULAR;
® HanMume coxpaHeHHbIX u3o6paxeHuii KHJ1 xopouwero
KayecTBa;

® noanucaHHoe WHGOpPMUPOBaHHOe cornacue (cornacue
NOMyYeHO OT BCEX YYACTHUKOB UCCNef0BaHUA: ANA AeTei
B Bo3pacTe o0 15 neT cornacue Ha y4actue B uccnefoBa-
HUW MOANUCHIBANN UX POLUTENU (3aKOHHbIE NpeacTaBUTe-
nn), nofpocTkn 15 neT u ctaplie NOANUCHIBANMU €ro Camo-
CTOATENbHO).
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Kputepuu ucknioyeHums:

® VHbIE CUCTEMHblE ayTOMMMYHHbIE 3aboneBaHus 6e3 Bepu-

tuumposanHon HOCCH;
e overlap-cMHAPOM, He COOTBETCTBOBABIWMWA KPUTEPUAM
FOCCL Ha momeHT npoBepenus KHJT;

® conyTcTBylOLMe 3a60N1€BaHMUs/COCTOAHNSA, 3HAYUMO BUS-
folMe Ha MUKPOLMUPKYNALMIO (caxapHblii auabert, runotu-
peo3, BbIPaXXeHHbI akpoLuaHo3 u ap.);

® HEBO3MOXHOCTb MONYYEHUS KAUYECTBEHHbIX U306PaXKEHMIA

KHN;
® oTCyTCTBME MH(MOPMMPOBAHHOIO COrNAcUs Ha yyactue
B UCCNEA0BaHUN.

MaumenTbl c overlap-cMHAPOMOM B aHaMHe3e BK/KYanUCh
B uccnefoBaHue, nockonbky KHJ1 npoBogunack yxe npu nog-
TBepAeHHOM auarHose HOCCA.

Y BCex MaLMeHTOB TaKKe yunuTbIBaNu gemorpacuyeckue (Bo3-
pacT Ha MOMEHT NpoBefeHUsA KanuaNAPOCKONNUU, MON) U KIUHU-
KO-aHaMHecTU4yeckue (BO3pacT Hayana 3aboneBaHus, gauTeNb-
HOCTb 3a60N1eBaHUA [0 NOCTAHOBKM AMArHo3a u [0 Kanuanspo-
CKOMMM) NapameTpebl, pe3ynbTaThl KIUHUYECKUX U 1aBOPaTOPHBIX
MCCNef0BaHuiA, faHHble O NPOBOAMBLLENCA Tepanuu, KoTopble
Opanuchb U3 MeLULMHCKUX KapT CTalMOHAPHOro 6ONbHOrO.

CratucTuyecknin aHanu3 MNpOBOAMACA C WUCMOJb30BaHUEM
StatSoft Windows v.13. HopManbHOCTb pacnpefeneHus npo-
Bepsanach ¢ nomowbto Tecta Wanupo — Yunka. HenpepbiBHble
nepeMeHHble C HOPManbHbIM pacnpefeneHnemM MpeacTaBieHs
KaK cpefjHee 3HayeHue + CTaHfapTHoe OTKNOHeHue ¢ 95% po-
BepuTtenbHbiMM MHTepBanamu ([N). NepemeHHble ¢ HEHOpManb-
HbIM pacnpegeneHnem npuBeLeHbl B BUAE MeJuaHbl U MEXKBap-
TunbHoro pasmaxa (Q1; Q3). KareropuanbHble nepemeHHble
BblpaXkeHbl B aBCOMIOTHLIX YMcnax u npoueHTax ¢ 95% AW, pac-
cynTaHHbIMK meTofom Knonnepa — lMupcoxa.

I'pynn cpaBHuBanu npu nomown t-kputepus CrolofeHTa npu
[aHHBIX C HOPManbHbIM pacnpefeneHnem u paBHbIX LUCNEepPCUAX,
t-kputepus Yanua — npu HepasHbIx Aucnepcusx, U-kputepus
MaHHa — YUTHM — npu AaHHbIX C pacnpefeneHnem, OTANYHbIM
OT HOpManbHOro, u npu paseHcTBe paucnepcuii, W-kputepus
bpyHHepa — MioHuena — npu pacnpefeneHuu, OTANYHOM OT
HOPMaNbHOro, U HepaBHbIX Aucnepcuax. [na KaTeropuanbHbIx
nepeMeHHbIX NPUMEHANCA KpuTepuii 2 MupcoHa npu oxupae-
MbIX YacToTax = 10 1 TOYHbI KpuUTepuit Guwepa npu yacrotax
< 10, ypoBeHb 3hthekTa Ans GUHAPHBIX MCXOZOB Bbipaxancs
oTHoweHwueM waHcos (OW) ¢ 95% [N, npu HyneBbIx 3HaYeHNUAX
B AYeiiKax TabaunLbl CONPSAXKEHHOCTU UCNONb30BaNach Nonpaeka
XongenHa — JHcKomba. Pasnuuus mexay nokasatensmMm cyuTa-
JINCb CTAaTUCTUYECKM 3HAYUMbIMK Npu p < 0,05.

PE3VJIbTATbI
06wue gemorpadmyeckme n KNMHUYECKUE
XapaKTepUCTUKU NaLMEeHTOB

Cpepu yyacTHWUKOB MCCNefoBaHMA npeobnajany AeBoY-
ku (81,4%), a mMeanaHa BoO3pacTa nNauMeHTOB cCOCTaBWna
14 net. MeanaHa NpofoMKUTENbHOCTH 3a60NEBaHUA OT MOMEH-
Ta NOABNEHMA NepBbIX CUMNTOMOB A0 NOCTAHOBKM iMarHo3a —
12 mecsaues.

Y Bcex peTeil oTMeyanacb NPOKCMManbHasA CKAepojepmus.
Hpyrumu knuHndeckumm npossneruamu OCCL 6bin1 KOHTPAKTY-
pbl M NEpUapTPUTLI MENIKUX CYCTaBOB KucTei (74,4%), nonnapt-
panruu (72,1%), ®P (60,5%), uupypauus nansues pyk (51,2%),
a TaKxe runepnurmeHTaumus Koxmu (48,8%). N3 sucuepansHoix
nopaxeHun y 51,2% naymMeHTOB LMAarHOCTUPOBAHbI MHTEPCTULM-
anbHble 3abonesanus nerkux (U3), a y 48,8% — nopaxeHus
XKENyAoYHO-KULWEYHOTo TpakTa (mabs. 1).

AHTUHYKNEapHbIi haKTop ObIN MONOKUTENbHBIM Y 53,5% fe-
Tell. K coxaneHuio, y HeKOTOPbIX NALMEHTOB B MeJULUHCKOI
AOKYMeHTaLM OTCYTCTBOBANMN pPe3y/ibTaTbl UMMYHONOrMYECKOro
uccnefoBaHuA Ha cneunduyeckne CKnepopepMmuyeckue map-
kepbl. OgHaKo cpeau Tex, y KOro TeCTMpOBaHWe NpoBOAMIOCS,
Haubonee yacTo BbIABAAAUCE aHTUTena Kk Scl-70 (11,8%).

B Tepanuu B OCHOBHOM MCMONbL30BANUCH TNIOKOKOPTUKO-
cTepoupbl, MuKodeHonata modeTun u metoTpekcart. [eHHO-
MHXEeHepHble GMoNornyeckmne npenaparsl NpUMeHsnck y 39,5%
nauyueHTos (puc. 5).

WU3meHeHuUA y aeTen ¢ OBEHUNbHOW CUCTEMHOM CKlepo-
AepMHeil, N0 AAHHBIM KanUIAPOCKONUMN HOTTEBOIO JI0XKa
noTHOCTb KanUANApOB OKa3anacb CHUXeHHoW y 81,4% yyacT-
HUKOB, MegMaHa — 5 (4; 6) kanunnapos Ha 1 MM. Pacwuperue
Kanunnspos Habntoganock y 95,4%, a rMraHTCKue Kanunaspbl —

Tabawnma 1. Kaunngeckue, AabopaTopHsle

¥ IMMYHOAOTHUYECKHE ITAPAMETPEI ACTEH C
FOBEHUABHOUN CUCTEMHOU CK \L‘p(),\cp\mcf'r
Table 1. Clinical, laboratory, and immunological

6 parameters in children with juvenile systemic sclerosis

MapameTtp 3HayeHue
Konuyectso geBoyek, n (%) 35/43 (81,4)
Bo3zpacr, rogsl, Me (Q1; Q3) 14 (10; 15)
MpogomkuTenbHoCTb 3aboneBaHus 4o 12 (2; 32)

NOCTaHOBKM AnarHo3a, mecsusl, Me (Q1; Q3)

®eHomeH PeitHo, n (%) 26/43 (60,5)

22/43 (51,2)

WNHpypauus koxu nanbues, n (%)

A13Bbl KOHYMKOB NanbLes, n (%) 5/43 (11,6)
Cknepogaktunus, n (%) 13/43 (30,2)
Teneanrnakrasuu, n (%) 4/43 (9,3)

Monuaptpanrum, n (%) 31/43 (721)
32/43 (74,4)
21/43 (48,8)
7/43 (16,3)

4/43 (9,3)

WHTepcTuumanbHoe 3abonesaHue nerkux, n (%) (22/43 (51,2)
21/43 (48,38)

KoHTpakTtypbl 1 nepuaptputsbl, n (%)

lunepnurmenTaums koxu, n (%)

MuosuT, n (%)

KanbuunHo3 Markux TkaHeit, n (%)

MopaxeHue XKenyfLoYHO-KULIEYHOrO TPAKTa,
n (%)
MopaxeHune cepaua, n (%)

3/43 (70)
11/43 (25,6)

MepekpecTHbI cUHAPOM B febioTe, n (%)

JlabopamopHsle xapakmepucmuku

CKOpOCTb OCeAaHNs 3pUTPOLUTOB, MM/Y,
Me (Q1; Q3)
C-peakTusHelit 6enok, mr/n, Me (Q1; Q3)

7 (4; 13)

04 (02; 14)
23/43 (53,5)

MonoXuTenbHbI aHTUHYKNEAPHbIA dakTop,
n (%)
Aututena (AT) k Scl-70, n (%)

4/34 (11,8)

AT k PHK-nonumepase III, n (%) 1/33 (3,0)
AHuTuuenTpomepHble AT, n (%) 2/34 (59)
AT k aHtureHy NOR-90, n (%) 1/31 (3.2)
AT k Th/To, n (%) 1/31 (32)
AT k PM-Scl, n (%) 2/33 (6,1)
AT Kk Ro-52, n (%) 1/32 (31)

Tom 25, Ne 5 (2026) | Dommo/p.P(/ | 59



] ORIGINAL PAPERS

y 46,5%; MaKCUManbHbIi MeAWaHHbI AWaMeTp anuKaabHOro
yyacTKa Kanunnsapa coctaBun 45 (36; 68) MkM.

Mopdonornyeckme u3MeHeHUs KanunnsapoB BbliABIEHbI
y 93% peTeit, B TOM yucne gpeBoBUpHble Kanuansapbl (65,1%),
Kanunnapsl ¢ pacliMpeHHoit anukanbHoii YacTbto (65,1%), nepe-
kpewwsatowmecs (53,5%) v wnunesupaHsle (48,8%) Kanunnapsl.
Mukporemopparun otmeyanucb y 34,9%, a nepuBacKyNApHbIN
oTek — y 55,8% yyacTHuKoB. Kanunnsapockonuyeckue xapak-
TEPUCTUKM NaLLMEHTOB NpUBEAEHbI B mabauye 2.

Mpn oueHKe 3aBUCUMOCTM MaKCUManbHOrO AuWameTpa anu-
KanbHOM yacTu kanunnapos ot pautensHoctu HOCCH (puc. 6)
1 0T BO3pacTa nauumenta (puc. 7) 3auKcMpoBaHbl OfHOHaNpaB-
NeHHble TeHAEHUMU: yBeNMYeHe JuameTpa B nepeble 4-5 net
6onesHn n nocnepymwliee CHUXeHME nocne 7-8 neT, a Takxe

Puc. 5. IIporuBopeBmMaTHICCKIE ITPEIIAPATEL,
KOTOPBIC ITOAYIAAH TIAIIHCHTEL C IOBCHHABHOIT
CHCTEMHOII CKAepoAepMuer (n = 43)

Fig. 5. Anti-rtheumatic drugs received by patients with
juvenile systemic sclerosis (n = 43)

MeToTpeKcaT

MuKoteHonata ModeTun

uuknodochamug

UMKNoCnopuH

MIOKOKOPTUKOCTEPOUAbI

MHTUOUTOPBI SHYC-KUHA3
reHHO-MHXXeHepHble 61O0TMYecKre npenapars

17 (39,5%)

6 (14,0%)

Tabaumna 2. KannaaspocKkouaeckne mapamMeTpsl
AETEH C FOBEHUABHOM CHUCTEMHOM CKAEPOAEPMUEI
(n = 43)

Table 2. Nailfold capillaroscopy parameters in

O children with juvenile systemic sclerosis (n = 43)

Mapametp 3HaueHue
[inutenbHocTb 3aboneBaHus o NpoBefeHus |48 (24; 72)
kanunnsapockonuu, mecausl, Me (Q1; Q3)
CpepHAs NNOTHOCTb KaNUANAPHOTO pycna, 5 (4; 6)
KonnyecTBo Kanunnspos Ha 1 mm, Me (Q1; Q3)
Huskas nnotHocTs, n (%) 35 (81,4)
MakcumanbHebli fuameTp anukanbHoro yyactka (45 (36; 68)
kanunnapa, mkm, Me (Q1; Q3)
DNunatauma kanunnapos, n (%) 41 (95,4)
Hanuuyue rurantckux kanunnspos, n (%) 20 (46,5)
AHomanbHas mopdonorus kanunnapos, n (%) |40 (93,0)
NepekpeleHHas thopma, n (%) 23 (535)
WinunesnpHas dopma, n (%) 21 (4828)
PacwupeHHbIit anekc, n (%) 28 (65,1)
LpesosupHas dopma, n (%) 28 (65,1)
Mukporemopparuu, n (%) 15 (349)
MNepuBackynspHble akcTpasasarbl, n (%) 4(93)
MepuBackynapHbiil otek, n (%) 24 (55,8)

TEHEHUMUA K YBENNYEHWIO NOKasaTens y AeTeil CTaplero BO3-
pacta. Hu ofHa U3 BbIABNEHHbIX 3aKOHOMEPHOCTE He AocTurna
cTaTucTM4eckoi 3Hauumoctu (p > 0,05), UTo MOXeT ObITb 06YC-
JIOBJIEHO Manoi BbIGOPKOI U reTepOreHHOCTbIO KOropThl.

I'Iapameprl, aCCouMnUpoBaHHble CO CHUXXeHuemM
MJOTHOCTU Kanuanapos
,U,J'Iﬂ OLUEHKKM napameTpoB, aCCOLNNPOBAHHBIX CO CHUXEHUNEM
NNOTHOCTU KanuUNNApPHOro pycna, nauneHToB pasfenniu Ha gBe

Puc. 6. I'padpux 3aBucHMOCTH AHAMETPA KAITHAASPOB
OT AAUTEABHOCTH FOBEHUABHON CHCTCMHOM
CKACPOACPMHH

Fig. 6. Relationship between capillary diameter

and duration of juvenile systemic sclerosis
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Puc. 7. I'padpuk 3aBUCHMOCTH AHAMETPA KAITHAAAPOB
OT BO3PACTA ITAI[UCHTA

Fig. 7. Relationship between capillary diameter

and patient age
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rpynmnbl: C HOPMANbHOM NIOTHOCTLIO (> 7 KANUANAPOB Ha 1 MM;
N =8) 1 CO CHUKEHHOM NNOTHOCTbIO (< 7 KanuAnapos Ha 1 MM;
n = 35). [laHHbIl aHanu3 uMen onucatenbHbI XapakTep U He
npegnonaran nonpaBKW Ha MHOXKECTBEHHbIE CPABHEHMS.

MauneHTbl CO CHUXKEHHOW MAOTHOCTbIO KanuanspoB Oblin
cTaplue, YeM AeTU C HOpPMasbHOW NNOTHOCTbIO (MeAWaHa Bo3pac-
Ta — 14 (11,5; 15) net npotus 10 (8; 11,5) neT COOTBETCTBEH-
HO, p = 0,008), 1 y Hux vaue BbisBnancs P (68,6 npotus 25%;
p = 0,042; OWl = 6,5; 95% AW: 1,1-37,8). Mo Apyrum KauHu-
YecKWUM 1 nabopaTopHbIM NoKaszaTensM, BKNoYas nos, AnuTeNb-
HOCTb 3a60JIeBaHUSA, HAMYME WHTEPCTULMANBHOTO MOPAXeEHNs
NIerKuX U NOPaXeHMA XKenyAOoYHO-KMILEYHOr0 TPaKTa, 3HaUYMMbIX
pasnuyuii He 6bino (p > 0,05).

CpefHuit MakcuManbHbli AMaMeTp anuKanabHON 4acTu Ka-
nunnspos 66l 60ablWe B rpynne C HU3KOW NNOTHOCTbIO: 54,1
(37,7; 76,5) npotus 26,7 (25,4; 33,5) MKM COOTBETCTBEH-
Ho (p < 0,001). B rpynne HW3KOI NNOTHOCTU TaK¥e 3Hauyu-
MO Yalle Habnopanucb Kanuanapbl APeBOBUAHON OPMbI
(74,3 npoTus 25%; p = 0,014; Ol = 8,7; 95% AWN: 1,5-50,9),
a FMraHTCKMe KanuNNApsl U NepuBacKyNApHbI OTeK BCTpeya-
Ancb TonbKo B 3ToW rpynne: 57,1% (p = 0,004; Ol = 22,5;
95% AN: 1,2-420,0) n 70,6% (p < 0,001; OWW = 39,7; 95% [IN:
2,1-752,0) cooTBeTCTBEHHO. HanpoTus, Kanuanapel wnune-
BUAHOM QopMbl Yalle obBHapyXMBanucb NpU HOPManbHOM
nnoTHoctn (87,5 npotus 40%; p = 0,021; Ol = 0,095; 95%
[In: 0,01-0,86).

OcHoBHble mapameTpbl, aCCOLMMPOBAHHbIE C YMEHbLIEHNEM
MNOTHOCTU KanuinfpoB, NpefcTaBeHbl B mabauye 3.

OBCYXAEHUE

B HacToAwem nccnenoBaHuM BnepBbie B POCCMIACKOW nepmar-
pUYeCKON NpaKTUKe AeTaNbHO WM3YYeHbl Kanuansapockonuyec-
Kue 0COBEHHOCTM HOTTEBOrO JIOXa Y AeTell C NOATBEPXKAEHHO
FOCCH. Y Hawmx nauuneHTOB Npeobnaganu cknepogepmonofob-
Hble U3MeHeHUA (CHUXeHWe NJOTHOCTU KanuANAPHOro pycna,
paclWwMpeHne Kanunasapos, aHOManbHas Mopdonorus u nepu-
BACKY/APHbI OTEK) NMPU OTHOCUTENIBHO Maoii YacToTe NOJHOTO
CKNEpOLEePMUYECKOTO NaTTepHA.

Hanbonee 3HayMMoOMN ABMNACL CBA3b CHMKEHUA MIOTHOCTM
KanuanspoB C HAaMYMEM TUFAHTCKUX KanWNNAPOB, NepuBacKy-
NAPHOro OTeKa M Kanuanapos ppesoBupHon dopmbl. Kpome
TOro, y feTeil cTaplwero Bo3pacTa OTMe4YeHo Gofiee BblpaXKeH-
HOe yMeHbLUeHMe MIOTHOCTU KanuanAapHOro pycna, YTo MoXeT
OTpaxaTb KaK HaKOMJeHNe MUKPOAHrMoNaTUYeCKUX U3MEHeHW
33 Bpems 60Ne3HH, TaK U BO3PaCTHble 0COOEHHOCTU MUKPOLMP-
Kynaumu.

MonyyeHHble AaHHble COFNACYIOTCA C COBPEMEHHLIMU Npea-
CTaBNeHMAMU O Kanunnapockonuyeckux npossneHuax CCH.
CHMXEeHWe NNOTHOCTU KanuUANAPOB NMPU3HAHO OJHUM U3 Haubo-
flee XOPOIWO BOCNPOM3BOAUMbBIX M MPOFHOCTUYECKU 3HAYMMBbIX
napametpos KHJI. B Haweit KoropTe MeanaHa NaOTHOCTM COCTa-
BUna 5 (4; 6) KanunnsapoB Ha 1 MM, 4TO HUXe OOLENPUHATOI
HOPMbI ANs B3pOCAbIX (= 7 Kanunnspos Ha 1 MM). 3T 3HaueHus
61u3km K pesynbtatam A. Vanhaecke u coaBT., B uccnegoBaHuu
KOTOPbIX CPEAHASA NNOTHOCTb KAaNWUANAPHOrO pycna y naLuneHToB
¢ CCA coctasuna 5,4 kanunnspa Ha 1 mm [25].

B Hawem uccnepoBaHnu paclwmperue Kanuansapos BbisBe-
HO y 95,4% peten, a ruraHTckme Kanuanapsl — vy 46,5%, B TO
Bpems kak B paboTe A. Vanhaecke u coaBT. ruraHTckue kanun-
nApbl Habnofanuce y 66,8% B3pOCAbIX NALUEHTOB, YTO MOXET
00BACHATLCA pas3nMuMeM Kak B BO3pacTe YYaCTHUKOB, TaK
U B KPUTEPUAX OLEHKM pe3yNnbTaTos.

CpaBHeHMe C neguMaTpUYecKUMKM KOrOpTamu Takxe npep-
cTaBnset uHTepec. B uccnegosanuu F. Tirelli u coasrt., KoTo-
pble U3yyanu TeyeHue 3aboneBanus y B3pocnbix u geteit ¢ CCL,
pons pesoyek B rpynne KOCCL coctaBuna 38,9%, Toraa kak nons
XeHWuWH B rpynne B3pocnbix — 89,5%. B Hawemn KoropTe npe-
obnapanu peBoyku (81,4%), a megnaHa soszpacta — 14 (10; 15)
JIET, 4TO BAMKE K NPOdMAI0 B3POCNbLIX NALUEHTOB U MOXKET OTpa-
XaTb 0co6eHHOCTU hOpMUPOBAHUA BLIGOPKM B ABYX LEHTpaXx.
CpegHuit Bospact nauueHTos ¢ OCCA B uccnegosanum F. Tirelli
M COaBT. cocTaBun 9,9 rofa, o4HaKo BbIOOPKA Oblna HEGOMbWO
(18 peteit), 4To OrpaHMYMBaET NpsiMOe conocTaBieHune [26].

B xofe ofHOro M3 nepebix CPaBHEHUI Kanuanapockonuyec-
Koii kaptuHbl npu CCll y peteit n B3pOCAbIX, BEINOAHEHHOTO
F. Ingegnoli n coast. B 2015 rofly, 3HaYMMble Pasfnunsa MEXLY
rpynnamu He BbisiBNeHbl [24]; Takum o6pa3oM, BOMPOC O BO3-
pacTHOM cneuudUUYHOCTU KanWUANAPOCKONUYECKUX WU3MEHeHUN
0CTaeTCcs OTKPbITbIM.

Mpu aHanu3e napameTpoB, aCCOLUMPOBAHHBIX CO CHUXEHU-
€M NMJIOTHOCTU KanWNAPHOTo pycna, HamMu HanfeHbl HeKoTopble
3aKOHOMEPHOCTU. MaLMeHTbl CO CHUXKEHHOW NNOTHOCTbIO OKa3a-
JINCb CTaplUe, U Y HUX Yawe otmevancs ®P. ITn gaHHble corna-
CYIOTCA C NPeACTaBJEHUEM O TOM, YTO YMEHbLIEHUE MAOTHOCTU
KanuinsapoB MoKasblBaeT MporpeccupoBaHUe MUKpOAHrUONaTum
U accouumpyetcs ¢ 6onee BbIpaXKeHHON COCYAMCTON U BoCnanu-
TeNbHOW aKTUBHOCTBIO.

Cpepy KayecTBeHHbIX NAapaMeTPOB CO CHUXEHMEM MAOTHOCTH
Hanbonee TecHO GbIO CBA3AHO HANMYME TUFAHTCKUX Kanunns-
pOB, KanuANApOB APeBOBUAHON (OpPMbI U NEPUBACKYNAPHOTO
OTeKa, a Kanunnapel WNUAEeBULHOM (OPMbI Yalie BCTPeYanuchb
NpW HOPManbHOW NAOTHOCTH, YTO MOXET OTPaXaTb COXPAHHOCTb

T’(lGAIIL[’(l 3. HLIPLIML‘ l‘PI)I, LlCC()LIIIIIP()H’AIIIII)IC CO CHMIKCHHEM ITAOTHOCTH KaITHA \Hp()b’

& Table 3. Parameters associated with reduced capillary density

M+ SD

Napametp HopmanbHasa nnotHoctb (n = 8) Huskaa nnotHoctb (n = 35) p
Bo3spacr, rogel, Me (Q1; Q3) 10,0 (8,0; 11,5) 14,0 (11,5; 15,0) 0,008
®eHomeH PeiiHo, n (%) 2 (25,0) 24 (68,6) 0,042
CpeaHss NNOTHOCTL, KAaNUANAPOB Ha 1 MM, (731 + 0,34 4,37 £ 1,39 < 0,001

CpenHuit MakCMManbHbIA guameTp 26,7 (25,4; 33,5) 54,1 (37.7; 76,5) < 0,001
kanunnapa, mkm, Me (Q1; Q3)

lMranTckue kanuanapsl, n (%) 0 20 (571) 0,004
WnunesuaHas dopma, n (%) 7 (875) 14 (40,0) 0,021
[lpeBoBupHas dopma, n (%) 2 (25,0) 26 (74,3) 0,014
MepuBackynsapHblit oTek, n (%) 0 24 (68,6) < 0,001
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perynsapHoit apxMTeKTypbl KaNUANAPHOTO pycna Ha PaHHUX cTa-
LMAX NOPaXeHMA.

0cob0ro BHUMaHWA 3acnyKMBAET CBA3b KanWUMIAPOCKONMUYec-
KWX U3MEHEHWIA C OpraHHbIM nopaxeHuem. B HepaBHeM uccne-
poBaHumM M. Binda u coaBT. nokasaHo, yto y peteit ¢ HOCCA
aBaCKyNspHbIi cyeT Gbll 3HAYMMO Bbille NPU HANUYUM MHTEp-
cTuumanbHoro nopaxenus nerkux (M3J1), a Taxenoe cHuxeHue
MAOTHOCTU KanunnapoBs (< 4 Kanunnapos Ha 1 MM) accouumpo-
BanoCh € noBblweHHoW BeposaTHocTbio U3J1 (5/10 npotus 4/13;
p =0,02) [27]. bonee Toro, 3Ta accouMaLMsa COXpaHanach Hesa-
BUCUMO OT HANMUMA CKNEPOAEPMUYECKOTO NATTEPHA U KOXHOFO
tunbposza (OW = 3,2; 95% [N: 0,9-11,6).

B Hawel koropTe CTaTUCTMYECKM 3HAuMMas CBA3b Mexay
CHUXEHWEM MIOTHOCTU Kanunnapos u Hanuuuem W3J1 otcytct-
BOBaJIa, 4TO, BO3MOXKHO, 06YCNOBIEHO KaK Manoi BbIGOPKOIA, Tak
M pasnuyuuaMK B fU3aiHe UccnesoBaHum.

TeM He MeHee c yyeToM aaHHbix M. Binda u coasT. KHJI npea-
CTaBNAeTCA NEepCrneKTUBHbIM WHCTPYMEHTOM CTpaTuduKaLuu
pUCKa OpraHHoOro nopaxxeHus y AeTei, U ee NpUMeHeHne 3acny-
XuBaeT pAanbHeiiwero usydyenusa. llocnefHue faHHble Takxke
YKa3blBaT Ha LeHHocTb KHJT npu guHammuyeckom HabiogeHUu
nauueHTtoB ¢ CCJ, Ha doHe Tepanuu, B TOM Yucie C NpUMEHEHU-
€M FeHHO-WUHXeHepHbIX B1onoruyeckux npenaparos [28].

B HacToswee BpeMs 3afaun KanuaIsPOCKONMUU YIKE HE OFpaHu-
YMBAKTCA BU3yaNbHON OLEHKON XapaKTepPHOro MUKpOaHruona-
Tnyeckoro naTtrepHa. PesynbTatsl nccnenosanmii 2020-2026 ro-
[0B N03BO/IAKT PACCMATPUBATh €€ KaK UHCTPYMEHT paHHen fud-
thepeHumanbHoi suarHoctuku ®P, fuHammyeckoro HabnofeHus
1 OOBEKTUBHOM OLEHKM TAXKECTU NnepudepuyecKoi MUKpOaHru-
onatuu. Mokasatenn KHJ1 MOXHO MCnonb30BaTh Kak NOTEHLM-
aNnbHble KOMMNOHEHTbI MPOTrHOCTUYECKUX Mofenei.

B cuctematuyeckom o63ope K. Oztiirk u coasT. nogyepku-
BaeTCs, YTO AN UHTepnpeTauun faHHbix KHI Tpebyetcs onpe-
JeneHne BO3PACTHbIX petepeHCHbIX 3HAYEHWW, MOCKONbKY
MUKPOLMPKYNATOPHAS apxXMTEKTypay AeTell He ABNAeTCA Npoc-
TO yMeHbleHHOW Konuei B3pocnoi [22]. lMeguatpuyeckue
HOPMaTUBHblEe fAaHHbIe OCTAIOTCA reTeporeHHbIMU, CUCTEMBI

Bknap aBtopos / Contributions

OLEHKMN B 3HAYNTENbHON CTENEHM afanTMPOBaHbl U3 B3POCbIX
NPOTOKONOB, @ MPOAO/bHbIE UCCNeA0BaHUA, CBA3blBalowWwme
KanunnsapocKkonmyeckne W3MeHeHWs C NpPOrpeccMpoBaHMeEM
3aboneBaHns, HEMHOrovyMcneHHel. 370 onpegenser Heob-
XOAMMOCTb AaNbHENWMNX MHOTFOLEHTPOBbIX MPOCMEKTUBHbBIX
MCCNefaoBaHUN C BaNMAUMPOBAHHBIMU NEANATPUYECKUMU HOP-
mMaTuBamum.

Takum 006pa3oM, MHOTMEe BOMPOCHI OCTAKTCA OTKPBITHIMU.
B HacTosAwee BpemAa He onpepeneHbl ONTUManbHble KOWUYECT-
BEHHble MOKa3aTeNn U KIMHUYECKM 3HAYMMble MNOpOroBble
napametpel KHJ1 y getei, HeQoCTaTOYHO M3yYeHbl BOCNPOU3BO-
AMMOCTb ANHAMUYECKUX M3MEHEHWI, a TaKKe XapakTep B3au-
MOCBA3N neputepuyeckoro MUKpOCOCYAUCTOro ¢deHoTMNa
C NOpaXKeHWeMm OTAeNbHbIX OpraHoB. ViIMeHHOo no3Tomy uccnefo-
BaHMe CTPYKTYPHbIX U KONUYECTBEHHbIX KanunnapoCKonmyeckux
napameTpoB, UX CONOCTaBNEHNE C KNNHUYECKUMU, UMMYHONOTU-
YECKUMU W OpraHHbIMU XapaKTepucTukamu 3abonesaHus ocra-
I0TCA aKkTyanbHbIMKU. Hawu AaHHble, HECMOTPA Ha OrpaHUYeHus,
CBsi3aHHble C PETPOCNEKTUBHBbIM AW3AHOM, Manoi BbIGOPKOI
M OTCYTCTBMEM MNOMPaBKW Ha MHOXECTBEHHble CPaBHEHWUS,
AOMOJHAIOT NPefCTaBAeHUs O CNeKTPe KanuaNApOCKONNYECKUX
n3meHeHuni npu HOCCH n moryT cTaTh 0CHOBOM AN AaNbHERWNX
NPOCNEKTUBHbIX UCCNef0BaHWIA.

Haubonee 3HaYMMOil HaxoAKOW CTana CBA3b CHUKEHMUSA NNOT-
HOCTW KanmuANApoB C BO3PAacToM MaLMEHTOB, Hanuuunem OP
M C TaKMMU KA4yeCTBEHHbIMWU NapameTpaMu, KaK rUraHTcKkue
Kanunnapsl, KaNUANApsl APeBOBULHON (OPMbl U NEpUBACKY-
NAPHBIA OTeK. 3TM pe3ynbTaThl NO3BOAAIOT paccMaTpuBaTth
NAOTHOCTb KaNWUANAPHOTO pycia Kak O4MH U3 KNIOYEBbIX U Hau-
6onee nHdopmatuBHbeix napametrpos KHJ1 B negmatpuyeckoii
npakTuKe.

[anbHeiilwne npocnekTUBHbIE UCCNELOBaHUA C GONbLIUM
YMCNIOM YYACTHUKOB M C pa3paboTKOi BO3PaCTHEIX HOpPMATH-
BOB MOMOTYT YTOYHUTb NPOrHOCTUYECKYIO LEHHOCTb OTAENbHbIX
Kanunnapockonuyeckux napametpos npu KOCCL.

Bce aBTOpbI BHEC/AM CYLLECTBEHHBI BKIAA B NOATOTOBKY CTaTbi, MPOUNM U 0A06pUAN duHanbHyto Bepcuio nepep nybaukaumeii. Bknap kaxporo us
asTopos: ApycuH W.C. — pa3paboTka KoHLenuum 1 gusaitHa uccnegoBaHus, C60p KNMHUYECKOro MaTepuana, aHanus u uHTepnpeTaumns AaHHbIX,
HanucaHue TeKCTa PyKONUCH, YTBEPXAeHWe pykonucu ans nybaukauuu; Moasonkosa B.A. — pa3paboTka KOHLENUUM U fU3aiiHa UCCNEf0BaHUSA,
cbop KNMHUYEeCcKoro matepuana, 06paboTka, aHann3 U UHTepNpeTauus AaHHbIX, HaMMCaHUe W PeLaKTUPOBaHWe TEKCTA PYKOMUCH, YTBEPKAEHNE
pykonucu ans ny6nukauuu; Aceesa E.B. — ot6op u obcnefoBaHue nauueHTos, c60p KAMHMYECKOrOo MaTepuana, KpUTUYECKU nepecMmoTp
pykonucy, yTBepxAaeHue pykonucu ans nyénukauuu; Yukosa M.P. — cbop knuHuYeckoro matepuana, o63op nybnukauuii no Teme, yyactue
B HanucaHuu Tekcta pykonucu; Knoukosa E.A. — o6cnepoBanue u neyeHune nayueHTos, c6op KaMHUYeCKOro MaTepuana, 06paboTka faHHbIX;
WnutoHkosa 0.B. — c6op KIMHWUYeCKOro MaTepuana, aHanu3 faHHbIX, peAaKkTUpOBaHue TekcTa pykonucu; Makcumos M.K. — cTatuctuyeckas
06paboTKa, aHanu3 U WHTepnpeTauus AaHHbIX, NOATOTOBKA wantocTpaumii; Hypceutosa A.A. — 0630p nutepatypbl, cO6Op KAMHWUYECKOrO
maTtepuana, y4acTue B HanucaHwuu Tekcta pykonucu; Manaxosa A.A. — c6Op KAMHMYECKOro MaTepuana, 06paboTka KanuANspOCKONUYECKUX
1306paxeHnii, aHanu3 faHHblx; WcaeHko H.A. — aHanu3 n uHTEpnpeTaLus AaHHbIX, CTaTUCTUYECKas 06paboTKa, HanncaHue TeKCTa pyKonucu;
Kanawuukosa 0.B. — oT6op u obcnenoBaHue nauueHToB, c6Op KAMHMYECKOrO MaTepuana, yTBepxaeHue pykonucu pns nybnukauuu; [as-
1AH C.A. — cOop KAMHMYECKOro MaTepuana, BeaeHue 6a3bl AaHHbIX, HanucaHue Tekcta pykonucu; Koctuk M.M. — paspaboTka KoHLenuuu
1 AM3aiHa UCCNef0BaHMSA, NPOBEPKA KPUTUUYECKM BAXKHOTO COAEPIKAHMS, YTBEPXKAEHWE pyKonucy aas nybaukauuu, obwee pykosoacteo; OcMuHU-
Ha M.K. — pa3paboTka KoHLenuuu 1 au3aiiHa uccnefoBaHus, otoéop u o6cnegoBaHne NaLMEHTOB, aHaNNU3 U MHTepNpeTaLus AaHHbIX, HanucaHue
1 pefiaKTUPOBaHMe TEKCTa PYKOMUCH, YTBEPXKAEHME PYKONUCK ANs NyGamnKauuu.
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