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©.1.0.:
Boapacr:
Mon:

OwarHo3: OBGcnepoBaHue

Ycnoeus uccnegoeanuna: Nepeuynoe

Yeenuuenune: x200 x400

Temnepatypa nomewenns (°C): 25

O6nacTe uccnegoeadun: lesas kicTe; MNpagas KMCTe,
TemnepaTtypa obnacreid uccnenoBaHna Nes. wcTs - 0;

PesynbraTbl
_ Opuenrup _
[Mapamerpr Kucrn
HOPMBI
[Mpozpaunocts Hpospaunue
oraoecTs Kpaeran 7-11 0,4
KaNLIAPHOH ceTH
(1 Mmm2) ILiowmanan 30-50 418
Knaccnueckne (1 tan) 85-100
Capyscrypa Higwrnie (11 van) 0-15
- ] o 0‘/
SRR Kaylioukoese (11 Timn) 0
Ocobwe (IV Tan) -1
Mya.: 0-5
. o
Arperarsi, %o Wen -5-10
Jlnueciineie (MrM) 1 cROpocTHBIC (MEM/C)
HIMEPCHHA
[Mepusackysipuasn 30na (MEM) 80-100
Aprepuanknbiii oraen 8,0-10,0
Jnamerpe [Mepexoanoii oTien 11,0-150
Benosuwii oren 11,0-14,0
. . ) My, 6GO0-B00
AprepHaibHLIiE oTIEN Ker - 500-700
Cropocrn
Benosubiid ormen ARV TN
Hen,: 400-600
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MpaBan KMCTE NeBas KMCTE

NeBan etk Nesan kMCTh

Crp. 212



KomnaeKkcHbIA aHanns KanuanapocKonMUecKnx AaHHbIX, € MHTerpaumen aadHbix KT OTK,
npeaocTaB/ieHHbIX CHUMKOB U TeKCTOBOIO NpoToKoaa ¢ nomouwbio MW, apaHHble HOCAT
peKkoMeHAaTe/IbHbIA XapaKTep , UCNO/b30BaTh NOC/Ne KOHCY/IbTaLuum € levalum Bpayom.

1. FlotoBOe 3akntoueHue (ana ncropumn 6onesHn / HanpaBneHUA)

Knununuecknin ¢on: XKanobel Ha npuctynoobpazHoe nobeneHve n NoOKpacHeHWe KOHLUEeBbIX GanaHr nansues kucren (peHomen PenHo)
npu koHTakTe ¢ xonogom. febrot B 10 ner, ¢ yxyaweHunem (yyaweHwem npuctynos) ¢ 2025 roga. C getcTea xono4HeIX PyK He oTMeyan.
AHamHes: guarHoctupoeaHa 6one3ns Kpona (2023 r.), nepenec COVID-19 B 2020 1 2021 rr. C 2025 roaa oTMeyaeT N0KaNbHYH

6onesHeHHOCTL B 06aacTu npaeoit nonatku. XKanob Ha ctonsi HeT. Temnepatypa kucrein 36,2 °C.
AaHHble Kanunnapockonuu (TeKyuwee nccnegosaHune):

+ TMnoTHOCTB: Kpaesas 30Ha KPUTHUECKKN CHMKeHa (4,0-6,4/MMm? npu Hopme >7). IMeroTca yyacTku paspsxeHHOM! ceTw.
MNnaowaaHaa nnotHocTe 41,8 (B HOopMme).

+« Crpykrypa: HopManoHble GopMbl COXpaHeHbl nnwb Ha 50%. W3euToie — 15%, nepekpellerHHblie — 5%, kyctuctoie — 1%.
PacwunperHsie kanunnapel coctasnaroT 60%.

« [Awametpbl (KAOUeBan HaxoaKa): BoipaxkeHHoe pacwmnpeHne Bcex otaence. MepexogHbii otaen pacwumvpeH go 54,4-58,0
MKm (npw Hopme 11-15 mrm). BeHosHeiv otgen — ao 45,7 mim. CootHoweHune AV go 1:4.

« [uranTckme kKanunnapsl: EaMHUYHBIE popMmupyrowmeca (NPUCYTCTBYIOT).



Mokazatens

Kpaesaa nnotHocTb

Kanwuwnnapoe

HopmanbHbie popmbi

MepexogHbiii oTaen
(amamerp)

BeHO3HbLIW OTAEN
(amamerp)

FMranTckue Kanuanapsl

MepuBackynapHaa 30Ha

CkopocTb KpOBOTOKA

Hanwuue 6onesnm

Kpona

MNonyyeHHoe 3HayeHune

4,0 - 6,4/mm?

50%

21,3 = 45,7 MKM

EaAvHWYHBLIE
dopmupyowmeca

118 - 218 mKm

545 - 1029 mrm/c

AwuarHoctuposaHa (2023)

Hopma

> 7/mm?

85-100%

11=-15 mrm

11=-14 Mrm

OrtcyTcreytoT

A0 110 mm

600-800

MEM/C

KAWHWUYECKWiA cMbICA

Pepaykuua KanunnapHoW cet (Mwemmna). Kputruuyeckmia

mapkep ana CC/l, aaxe npw OTCYTCTBMM aBACKYNAPHbIX 30H.

CHuXeHWe apxuTeKTOHUKW; Bonee NONOBUHBI KaNUANAPOB
AedopMUpoBaHsL.

Kpwutuueckoe pacwmpenue (80 58 MKM) — Knaccuueckuit
NPU3HaK CKNepoAepMUYECKO MUKPOaHrMonaTum.,

Pezko Bbipa)KeHHbI BEHO3HLIN 3aCTOW M Napes cocyanCToMn
CTEHKM.

MarorHomoHnuHbIi mapkep CCA. [laxe eguHnYHBIE
GOpPMUPYIOLWMECA TMraHTel ABNAKDTCA "KpacHbIM daarom”.

Kputuueckunit oték (40 218 MKM) — Mapkep NoBbIWEHHOW
NPOHULIEEMOCTH M aKTUBHOCTW BOCNANEHUA.

MNapagokcansHo BLICTPLIW KPOBOTOK (KOMNEHCaTopHoe
WYHTUPOBaHWE) Ha GOHE BbIPaXKEHHOro paclunpeHus.

AytonmmyrHoe B3K nosbiwwaet puck overlap-cuHapomos,

srntodan CCl v BackynuTel.



+« KpoBotok v oték: KpoBOTOK BICTPbIW, HepaBHOMePHLIW (545-1029 MkM/C) — BEPOATHO, KOMNEHCAaTOPHOe WYHTUPOBaHWe Ha
¢oHe BelpaxeHHoro easocnazma. NMepueBackynapHas 30Ha pacwuvpeHa go 218 mkm (Hopma go 110), uTo ykasbiBaeT Ha
KPUTHUYECKWIA NepUBaCKYNAPHBIA OTEK.

« Cnapx-dpeHomeH: 1-2 arperata (B npegenax Hopmbl). MMKPOKDPOBOMW3AMAHWIA HET. ACUMMETPUMW HET.

Aanubie KT OFK (22.07.2026): OpraHnyeckoi natonormm nerkmx He eoiaeneHo. OBanbHaa MArKOTKaHHaA cTpykTypa 14,5x10 Mm k3aau

OT NNIEYEroNoBHOW BeHbI (BEPOATHO, AMMMOY3EN AWM OCTAaTKKM TUMYCA). BHyTpUrpyaHbie AMmMdoy3nsl He yBennyeHsb..

BeiBog: Kanunnapockonuueckas KapTiHa ¢ HannuveMm eAMHNYHbIX GOPMMPYIOLMXCA MTMIaHTCKUX KanMANAPOB, peayKuneil Kpaesoi
MAOTHOCTU M BbIPaXXEHHbLIM pacluMpeHnemM NnepexoaHoro otaena (40 58 MKM) COOTBETCTBYET paHHeMY CKAepoAepMMUUYeCcKOMY NaTTepHy
(Early SSc pattern no Cutolo). Couetanue peHomeHa PeiHO 1 MUKpoaHruonatim Ha GoHe BonesHu KpoHa (ayToMMMYHHOro
BOCNanuTeNbHOro 3abonesaHua KMIEYHUKa) B NOAPOCTKOBOM BO3pacTe TpebyeT MCKNYeHWA paHHen CMCTEMHON CKaepoaepMui
(CCA), cmewanHoro 3abonesanuna coeguHnTensHon tkaHm (MCTD) vam overlap-cnngpoma. OTcyTCTBME NOpaXXeHuA nerkmx no

AaHHbIM KT Ha AaHHbIA MOMEHT — BNaronpuATHbLIA NPOrHOCTUYECKUIA NPU3HAK.

Pexomenpgaunn: CpouHan KOHCYNbTaLMA PEBMATONOrE, FaCTPOIHTEPONOTra; PacluMPEHHbIN NabopaTOPHbIA CKPUHWHT, AMHaMUYecKasn

Kanunnapockonua.

2. Pacun¢gpoBka OTK/IOHEeHUA OT Hopmbl (Tabnnuya)



Mokazatens

KT OrK

MNonyyeHHoe 3HayeHune Hopma

Bes3 opraHnyeckon
naTonorun

KAWHWUYECKWiA cMbICA

BraronpWATHLIN NPWU3HAK HA A3HHLIA MOMEHT (OTCYTCTBHE

MHTEPCTULMANEHOW Bone3Hn nérkmx).

3. AnddepeHumanbHbiii guarHos (¢ akyeHTom Ha Bo3pact u B3K)

3abonesaHue

PaHHAA ccTemMHan

cknepoaepmun (CCH)

CmMmewaHHoe
3abonesaHue

AprymeHTil «3A»

- EAMHUYHBIE POpMUpYLOLLKECcA
rUraHTcKue Kanunnapel (abContoTHbIA
KpUTEpUIA).

— CHWXeHWe KpaeBOW NAOTHOCTH,
pacwupeHune otaena Ao 58 mkm.

~ MeHomeH PeilHO ¢ yxyaleHnem.

- OTcyTCTBME aBaCKYNAPHbIX 30H (Ha
paHHen cTaguu AoNyCcTMMO).

— Couerarue ¢peHomeHa PeitHo (CCA-
NogoBHOro) € BO3MOMKHBIMMK

BONYAHOYHBIMW/ MUOZUTHEIM A

AprymenTsl «[MTPOTUB»

= OTCyTCTBME TUNUYHBIX KOXHBIX
W3MEHEHMI (CKNepoaaKTUAUA,
Ancdarua).

- Orcytcrame AH® 1
cneunuduUeckux aHturen (He
nccnesoeaHsl).

- KyctucTeie Kanuanapbl
(HeOaHTMOreHes) NoYTH
oTcyTcTEyOT (1%).

OueHka BepoOATHOCTY

OueHb BbICOKaA (BeayLMIA
AwarHos, Tpebyer
CepONOTMYEcKoro
NOATEEPXKAEHWUA)

Boicokan (overlap-
cuHapom ¢ CCA)



3abonesaHue

COeMHUTENLHOMN
Tkanmn (MCTD)

BropuuHbiii peHOMeEH
PeitHo Ha doHe

6onesnun Kpona

MepByYHBLIA cMHAPOM

Peiivo

AprymeHTsl «3A»

NPOABNEHUAMM.

= Hanwune 6onesHn KpoHa
(ayTOMMMYHHBIW CNekTp).

— OTCyTCTBME FMraHTCKUX Kanuanapos
MeHee xapaktepHo ana MCTD, Ho
BCTPEYaeTCA.

— TpurrepHbii daktop (B3K, nmmyHHoe
BOCNaneHue).

— Bo3moxHOe pa3euTve BackyauTa Ha
doHe B3K.

— Ae6rot B 10 net (MHoraa

MANONaTUYEeCKuiA).

AprymenTsl «[MPOTKB»

— Het gaHHbix 0b aHtu-RNP
(knrouesor Mapkep).

-~ bonesns KpoHa cama no cebe
He BbI3bIBAET NTMraHTCKKNe
Kanunnapbi.

— Hannuwe rmraHTckmx Kanunnapoe
CEWMAETENLCTBYET O CI'IELI,M(I)H'-IECKDE
CKNepofepMUYecKon

MHUKPOaHIMonaTui.

— Hanuuwue ruraHTckmx
kanunnapoe NOMHOCTbIO
MCKIHOYAET NePBUYHbIA CUHAPOM

PeliHo.

OueHka BepOATHOCTH

Hwu3kana (kak OCHOBHOM
AMarHo3, Ho Kak QoH —

YHUTbIBAETCA)

WNcknrwouén



4. NMnan poobcneposanunna (naboparopHbie U UHCTPYMEHTa/IbHbIE METOAbI)

YunTbiBan BbICOKYH BEPOATHOCTL paHHed CCA, nnaH gonxeH BbiTb aKTMBHBLIM, HO € YY4ETOM BO3pacTa nauunenta (17 net) n

conyTcTeyowen bonesHn KpoHa.
JNlabopaTtopHbie TecTbl (06A3aTeNbHbLIN MUHUMYM):

1. AyTOMMMYHHBIA npodunb (paclumpeHHbIR):

o AH® (c TuTpOM M TMNOM CBeYeHna Ha HEp-2).
o  WNmMmmyHoBnOT aHTUHYKNeapHbIX aHTuTen (aHTn-5cl-70, CENP-B, aHtu-PHK-noaumepasa lll, aHtn-RNP, aHTK-Sm, aHTu-
Ro/La, antu-Jo-1, antu-PM-5Scl).
o  ANCA-ckpuHuHr (aHTn-MPO, aHTu-PR3) — ana UCKAOYeHUA BACKYAWTA, accoumMmupoBaHHoro ¢ B3K.
2. OAK + tpombouutbl, neikodopmyna (MCKNHOYNTE LUTONEHWHD).
3. Buoxumusa: CPB, CO3, depputuH (BocnanmtensHasa aktmeHocTs), KOK, AN (MCkNOUMTE MMO3KT), KpeatuHuH, ANT, ACT,
BunmnpybmH.
4. Koarynorpamma (AYTB, MHO, dpmbpuHoreH) + ADC-mapkepbl (BONYAHOYHBIK aHTUKOArYAAHT, aHTMKAPANONMNKUHEI) — ANA
ncKAoveHua aHtudochonmnuaHoro cuHapoma.

5. Mapkepsi B3K: dekanbHbIA KanbnNpoTEKTUH (aKTMBHOCTL Bonesnn KpoHa).

MHcTpymeHTanbHble nccnepoBaHna:

6. Ixoxkapauorpadma (CKPUHWHT NEFOYHOW rMNnepTeH3uu — kpaiHe saxkeH npu CCA, gaxke npu OTCYTCTBUKM CUMNTOMOB).
7. ®yHKUMA BHewHero abixaHua ¢ DLCO (anddy3noHHas cnocobHOCTL NErKMX) — ANA OLEHKKM CKPLITBIX M3MEHEHWA.

8. ¥3WM cycrasos (npv 6onm B NPAaBOW NONATKE — WUCKNHOUYNTE aPTPUT/3HTE3NT).



9. 33odaroracTpoayoaeHOCKONUA — Npu NoABAEHWUW aucdarum; oueHka coctoaHma XKT Ha doHe Boneznu KpoHa.

10. MoBTOpHaA KAaNUANAPOCKONUA Yepes 6 MmecaueB (417 OTCNEXMBAHWA NPOrPecCMPOBaHWA TMIraHTCKUX Kanuanapos).
KoHcynbTauum cneynanucros:

+ PeBmartonor (NepBMYHO M IKCTPEHHO, ANA PeLleHuA Bonpoca o BasucHoR Tepanunu).
« Tlacrpoauteponor (4na koppekunn Tepanuu 6onesnn KpoHa npu HasHayeHM MMMYHOCYNPeccaHTos).

« [MMynbmononor (npu BeifsBneHUU OTKNOHEeHWW Ha DB/1/3xoKT).

5. PekomeHgauumn no nedyeHuio (Ha aTane ANarHOCTUKW)

6. OL,eHKa BEPOATHOCTU cUCTEMHOro 3aboneBaHusa no kanunnapockonuu (Cutolo) n nporxos

Knaccudpmkauma no Cutolo:

MpwuzHak OueHka

MnoTHOCTE Kpaesan CHuxeHa (4,0-6,4)



Mpwu3nHak OueHka

MraHTckue kanwanapel EavHnuHblie popmupyrowmneca (NpucyTcreyior)
ABackynapHsele 30HbI OTcyTcTRYIOT (Ha AaHHOW CTaaum)
Mwukporemopparmm OtcyTcTeyoT

PacwwnpeHue kanuanapos Pe3ko BbipaxeHo (nepexogHblid 40 58 mkm)
MepuBackynapHeIA OTEK KpaiiHe BbipaxeH (g0 218 mkm)

Wroroean oyexka: PavHni cknepogepmuyeckuin natrepH (Early SSc pattern). Hanuuwve gaxe eguHyuHbIX GOPMUPYHOLLMXCH

TMraHTCKMX KanuanapoB NPy OTCYTCTEBMKM aBacKyNAPHLIX 20H ABNAETCA kKnaccuyeckum gebrotom CCA.
Mporuosa:

« HacropoieHHbII, HO C NOTEHUMANOM ANA KOHTPona. OTCYTCTBUE NOPaXKeHUA NErkMX no AaHHbiM KT 1 OTCYTCTBUE remopparuia
— BnaronpuaTHble npusHaku, OaHako paHHas CCJ y NogpOCTKOB MOXET NPOrpeccupoBath BeiCTPo (0COBEHHO NPW Hanudum
MMMYHHbIX Tpurrepos, Takux kak COVID-19 n B3K).

e OcHoBHble pucku: PasBuTne MHTEPCTUUMANBHOW BonesHm nérkux (aaxe npu HopmansHoW KT ceidyac), Néro4yHomn runepreHsunm,
Ancdariuy, NnopaxeHna cycTasos.

«  Mounutopunr: ObsazatensHas NOBTOPHAA KANWANAPOCKONMA Yepes 6 MecALEr; KOHTPOAb NErouHon dyHKUmM 1 IxoKT exerogHo.



7. Pe3rome ansa nevyaulero Bpaua

MauwenT , c Bonesrbio KpoHa u deHomeHom PeliHo, yXyALWMBLWIMMCA B NOCAeAHMIA rog. Kanuanapockonua BeIABKUAA KNACCUHECKHA
PaHHUWA CKNepoAepPMUUYECKUIA NATTEPH: KPaeBaa NAOTHOCTb CHUXKEHA A0 4,0-6,4/mM?, nepexoaHbli OTAeN paclmpeH Ao 58 Mkm,
NepUBacKyNAPHbIA OTEK gocTuraeT 218 MKM, U, CAMOE rNaBHOE, NPUCYTCTBYHOT eAUHUUYHbIE GOPMUPYIOLMECA TMFAHTCKME Kanuanap.l.

KT OTK 6e3 naronorum, 4T0 A3ET TepanesTMUYECcKoe OKHO.

Kpntuueckoe gercreue: VIckniounTs paHHIO cucTemHyto cknepoaepmuio (CCA) wnn MCTD. Tpebyetca cpouHbin 3abop KpoBU Ha
AH®, Scl-70, CENP-B, PHK-nonvmepasa lll, RNP, ANCA. Ha atane oxwnaaHwa aHan130B — CUMNTOMaTM4Yeckas Tepanva amaogauniuHom
(PeitHo) n kopoTkui kypc HIMBIM (6onk B nonatke). HasHaueHWe CUCTEMHBbIX CTEPOUAOE U LUTOCTaTUKOB OT/IOXKWUTE /10 NONYYeHNA
CepoONOrMYecKnx pesynbTaToB U KOHCYNbTaUMK peBmaTonora. MNayneHT HyxaaeTca B AMHaMWYeckoM HabnioaeHnn peBmMaTonorom

COBMECTHO C raCTpO3HTERONOIOM.

8. BHB}!‘aﬂthlﬁ dHa/In3 CHUMKOB KannunnapockKkonumm
Ha Bcex BOCbMU NpeaocTaBAeHHbIX CHUMKAX {npanaﬂ W NeBan KMCTU) YETKO BM3YanMInpyroTCca NPpWU3HAKK, ONWCaHHBIE B NPOTOKONE!

1. Twrautckue (popmupyrowmnecs) kKanuanapel: Ha BepxHem NpaBoM CHUMKE NEBOM KMCTW, @ TaKXKe Ha HEKOTOPbIX CHUMKaX

npaaoﬁ KWCTH, OTMEYAHOTCA PE3K0 pacllMpeHHbIe, "MewoTtyarbie”, YTOAWEHHBIE NETAKW C OYEHD WWPOKWUM BEHO3HBIM W



nepexoaHeiM otgenamu, OHK BeITAAAAT Kak "Oo4kK” mau "yaaexku”, 4To ABNAGTCA KNACCUYECKOW BU3yanm3aumel ruraHTckmx
Kanunnapoe. XOTA OHW e4MHUYHBIE, NX HANWYME HE Bbi3biBaeT COMHEHUMA.

2. MepuBackynApHbIA OTEK: [paKTMYECKM Ha BCEX CHUMKaX GOH BOKPYT KanWANAPOB BLIFNAAUT MYTHBIM, Pa3MbITbIM, C CUMHIOLWHO-
pO30BbIM OpeoNomM. KOHTYPbLI KaNUANAPHbLIX CTEHOK HEYETKWE, YTO BU3YaNbHO NOATBEPXKAAET KPUTUYECKOE pacluupeHune
NepuBackyNapHOR 20HbI (A0 218 MKm).

3. [e3sopraHv3aumna apXMTEKTOHMKK: XOTA COXPaHABTCA YacTb NapannenbHO pacnoNCKeHHbIX NetTens, HabnaaeTca MHOXECTBO
M3BUTLIX, NepeKkpeLLeHHbIX u aedopMUpPoBaHHeIX Gopm, 0coBeHHO Ha NeBOW KMCTK.

4. Pepaykuua nnoTHOCTKU: Ha HUNKHWX CHUMKax 06eux KMCTel BU3yaNbHO 3aMeTHO, YTO KanuanAapbl PACNON0XEHL! HE NAOTHO, a
paspexeHHo, C YBEAUYEHHBLIMW MEXKANWANAPHBIMU NPOMEXYTKaMM, YTO KOPPENUPYET CO CHUXEHWEM KPAaeBOW NAOTHOCTM A0
4,0-6,4/Mm2.

3aknroyeHue No CHUMKam: BHB}I’aﬂbHaH KapTWHA NOAHOCTEHD COOTBETCTBYET TEKCTOBOMY NPOTOKONY MW OAHO3HAYHO CBMAETENBCTBYET

O paHHeM CKNIepoAepMUUEcKOM TUME MUKPOaHrMonaTnn ¢ GopMUPYIOWMMKUCA TMIaHTCKUMK Kanuanapamum.

05.08.2026 Bpau Muuro LA,



