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Pe3iome
Bseoenue. Paznoobpazne GpuOpOo3HBIX M3MEHEHHH TpH capKoupo3e opraHos asrxanus (COJL), 60mbInoii tuama3oH CTeleH
BBIPAKEHHOCTH, BO3MOXHOCTb UX ITPOrPECCUPOBAHMSI U BBIPAKEHHBIE HAPYLIEHUS] MUKPOLUPKYJISALNUN, CBUAETEIbCTBYIOLINE
0 HEOIAarONPUATHOM TEUSHHUH TIPOIIecca, KaK ¢ KIIMHUKO-(QYHKITHOHAIBHON, TaK U C JIy9€BOW TOUEK 3PCHUS, [IENIaeT N3yUeHHe
9TOH TIPOOIIEeMBI aKTYaIbHON. [[eb — M3yUNTh KITMHUKO-TTy4eBbIe (DEHOTHITBI PHOPO3UPYIONIETO CAPKOM103a OPTAaHOB JIBIXaHHUS
1 XapakTepHble [ HuX nepdysnonnsie Hapymenus Ha ODIKT. Mamepuanst u memoouwt. IIpoaHan3npOBaHBI PE3yIBTATHI
KJIIMHUYECKOW KapTHHBI, QYHKITUMOHATLHBIX 1 Ty4ueBbIX nccaenoBanuii (KT, O®DOKT) y 167 manneHToB ¢ CApKOUI030M JIETKUX
(COM), cpenu Hux 40 MAIUEHTOB COCTABUIIH rpyIny ¢ pudbposupyromieit popmoit COJI. Pesybmamet. OniucaHbl OCHOBHBIC BUJIBI
(dhopmupoBanus GUOPO3HBIX U3MEHEHUH (MX COOTBETCTBHE Kitaccuukanuu A—J 3apyOe)KHBIX KOJUIET), BBIACICH HOBBIH THIT
¢ubposupoBanus — E, ¢ mpenMyI1iecTBEHHBIM TOPasKeHUEM MeprU(EpUUECKOr0 JIETOUHOT0 MHTEPCTUIINS (MMEIOIINI TeueHu e,
cxonHoe ¢ MJID) 1 coxpaHeHHeM BbIpaKEHHOW BHY TPUTpyIHO# uMdaneHonarin. OrpeieneHbl apajiielin TyYeBbIX BapuaH-
TOB (pUOPO3UPYIOLIETO CAPKOU103a C 0COOCHHOCTIMH HAPYIICHUS] MUKPOLUPKYISLUH, QyHKIIMOHAIBHBIMH MTPOSIBICHUSIMU U
AKTHBHOCTBIO TEYCHUSI CapKon103a. Bv16odul. Bhlnienenne pa3Hbix GeHOTHIIOB (prOPO3UPYIOIIEro CapKou103a UMEET 3HaUeHNe
JUISL OLIEHKH TIPOTHO3a Te4eHHs1 OOJIE3HU U BBIOOPA TAKTHKU BEICHHS dTHX OONBHBIX. VCIIOIp30BaHNE PA3IMYHBIX JIyYEeBBIX
mopanbHocteit (OPDOKT, KT, KT-aurnorpadusi) mo3BoiseT OLeHUTh HE TOJIBKO aHATOMHUYECKHe n3MeHeHus (Tur Gpudposa
U TEMIT IPOTPECCUPOBAHUS), HO U HAJIM4YKE / BEIPAKEHHOCTh HAPYILEHUsI KPOBOOOPAILIEHHSI, CBSI3aHHBIE KaK C CUCTEMHBIMU
nopaxxenueM (TOJIA), Tak ¥ ¢ HapylIeHHEM KPOBOTOKa, 00yclIoBIeHHOTO (pHOpo30M (Tepdy3HOHHBIEC HAPYIICHUS).
Knroueswvie cnosa: pubposupyrowuii capkouoos, komnviomepras momoepaghus, O@IKT, napywenue muxpoyupkyisyuu
Jas uutuposanus: Cnepanckas A. A., bapanosa O. I1., 3onomnuykas B. I1., Apyesa E. 3., Jlumsunos A. I1. JIyuesas ouaznocmuka HapyuleHus MUuKpo-

YUPKYISYUU NPU PAZHBIX KIUHUKO-TYYEBbIX (DeHOMUNax uopozupyroue2o caproudosa opearnos Ovixatus // Pecuonaproe Kpoeoobpaujerue u MUKpoyupKyIsyus.
2026. T. 25, Ne 3. C. 32—44. https://doi.org/10.24884/1682-6655-2026-25-3-32-44.
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Summary

Introduction. The variety of fibrotic changes in pulmonary sarcoidosis, their wide range of severity, the possibility of its
progression, and the pronounced microcirculatory disorders indicating an unfavorable disease course from clinical, functional
and radiological perspectives make the study of this problem highly relevant. Objective. To study the clinical and radiological
phenotypes of fibrosing pulmonary sarcoidosis and their characteristic perfusion disorders as assessed by single-photon emission
computed tomography (SPECT). Materials and Methods. We analyzed the results of clinical, functional, and radiological examina-
tions (computed tomography (CT), SPECT) of 167 patients with pulmonary sarcoidosis, including 40 patients with fibrosing form
of the disease. Results. The main types of formation of fibrous changes (corresponding to types A—D of the classification proposed
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by the foreign colleagues) are described, and a new type of fibrosis — type E — is identified, characterized by predominant lesion
of the peripheral pulmonary interstitial tissue (with a course similar to idiopathic pulmonary fibrosis (IPF)) and the persistence
of pronounced intrathoracic lymphadenopathy. The parallels of different radiological subtypes of fibrosing sarcoidosis with fea-
tures of microcirculation disorders, functional manifestations and disease activity were found.Conclusions. The identification of
different phenotypes of fibrosing sarcoidosis is important for assessing disease prognosis and choosing the patient management
tactics. The use of various radiation modalities (SPECT, CT, CT angiography) allows not only to assess anatomical changes (the
type of fibrosis and its progression rate) but also to determine the presence and severity of circulatory disorders associated with
both systemic lesions (such as pulmonary embolism (PE)) and fibrosis-related blood flow abnormalities (perfusion disorders).

Keywords: fibrosing sarcoidosis, computed tomography, SPECT, microcirculation disorders
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Beeaenue

JlyueBasg ceMHOTHKa CapKOWI03a OpPTaHOB JIbIXa-
aus (CO/l) IV cragum Xoporro W3ydeHa W ONMcaHa B
MHOTOYHCIICHHBIX TPYZaX, MOCBAIICHHBIX CapKOUI03Y
OpTaHOB JIbIXaHUs (KaK KIMHAYECKNX, TAK U TyYEBBIX).
dubpozupyrommii caprongo3 (PC) 3To pa3BuUTHE OT-
JIeTbHOU (POPMBI CapKOM03a, XapaKTePUIYIOIICHCS Ha-
pacTaHHeM OJBIIIKA P (PU3NIECKON HArpy3Ke, Pe3KH-
MU PECTPUKTUBHBIMU HAPYIICHUSIMHA BEHTHIIAIINOHHON
CIIOCOOHOCTH JIETKMX CO 3HAUYNTEIIbHBIM CHIKEHHEM UX
muddy3noHHON criocodHOCTH (<60 %), HATHIUEM TTPU
KT-uccnenosanun OI'K ¢ BP hubpo3HbIX M3MeHEeHN B
BH/IE PETUKYIIALINH, «COTOBOTO JIETKOTO», C POpPMUPOBa-
HHEM TPAKIIMOHHBIX OPOHXO0- H OPOHXHUOJI0IKTA30B, TIPO-
SIBJICHHSIMH JIeTouHOM runeprensun [1-3]. B 2015 . M.
Funke-Chambour npennoxuna cienyrommye BapuaHThI
(hubpozupyromrero npouecca rmpu CO/l: crabuipHbIE (Hu-
Opo3HBIC M3MEHEHMSI; TEKyIlee Bocnanenue (¢ uim 0e3
(hnOpO3HBIX M3MEHEHMIH); IpoTpeccupytomiee Gruopo3u-
PYIOIINI TPOLIECC, BEI3BAHHBIN CKPBITHIM BOCIIAJIEHUEM,
TP KOTOPOM BO3MO)KHA CTAOMITHU3AIIHS; HEYKIIOHHO TTPO-
rpeccupytomiee Gpudpo3Hoe 3aboneBaHne, HECMOTPS Ha
aZIeKBaTHOE JieueHne (peaKo MMpu capkougose) [4].

AKTyanmpHOCTB paboThI 00yCIIOBJIEHA TaK)Ke MOSIBIIE-
HHEM HOBOW Kiaccupuranuu Gudpo3npyrommx 0omes-
Hel Jerkux [5, 6], koTopas npeasaracT HOBbI OCHOBHOU
Jy4eBOW TMaTTepH — OPOHXUOJOIEHTPHYHBIA TUT (pH-
Opo3HbIX M3MeHeHnH. [1o HOBOI KiTaccUpUKAIIH TaKOH
U (PUOPO3HBIX N3MEHEHNH XapaKTepeH AJIs TIPOosiBIIe-
HUH (Hubpo3upyromIei GopMBI THIIEPIyBCTBHTEIHHOTO
ITHEBMOHHUTA, TTOCIEJCTBUIA aCTHUPAIlUH, WHTaJSIHOH-
HOTO ¥ MEIMKaMEHTO3HOTO TopakeHus. Mopdomoru-
YEeCKOH OCHOBOW JTy4eBBIX TPOSIBIICHUH IPU 3TOM THTIE
(hnbpo3a SBIAIOTCS TPAHyIEMaTO3HOE U TUMQOIUTAPHOE
BOCHaJIEHUE B OPOHXHOJAPHON CTEHKE C paclpocTpaHe-
HUEM €T0 Ha IpHIIIeKaIe CTeHKH ajlbBeoJ. B mepeueHn
BO3MOXKHBIX ITPHYUH OPOHXHUOIOIIEHTPUIHOTO THIIA (HH-
Opo3a He BKJIoUeH (PUOPO3UPYIOUTHI CAPKOUI03, KOTO-
PBIi 110 MOP(OIOTHYECKUM (TpaHyIeMaTO3HOE ITOpaxKe-
HUe), GYHKINOHAIBHBIM (PECTPUKTUBHEIE HApyIICHUS
u cHWKeHue au(Py3nOHHON CIIOCOOHOCTH JIETKUX) U
Jy4eBbIM (TIOpaXeHNE IEHTPAIIBHOTO WHTEPCTHIINS ) Xa-
paKTepUCTUKaM, 110 HAllleMy MHEHHUIO, MOXET K HeMy
otHOCUThCA. DopmupoBanue GuOpPO3a, BHI3BIBAIOIIETO
BBIp@XCHHBIE MTeP(y3NOHHBIE HAPYIICHNUS, TIPUBOJUT K
TaKOMY TSDKEJIOMY TTOPaKEHHIO TIPH CAPKOHI03€, UX TIep-
BruyHas onieHka ipu ODIKT u HaOmoneHne B TMHAMUKE
“MeeT OOJBbIIIOe 3HAYCHHE JJISl TAKTHKH BEJCHHS TAKUX
narueHToB [7, 8].

www.microcirc.ru

[porpeccupyronwii GuOpO3UpyIOMIMII CapKOUI03 IO
JJAHHBIM OTEYECTBEHHBIX ABTOPOB HalOmonmaercs y 2,5—
4,9 % OONBHBIX ¢ XPOHMYECKHM TEUECHHEM CAapKOM103a
[9]. To pe3ympraraM pEeTPOCHEKTUBHOIO HCCICIOBAHUS
PERSEIDS 0b110 ycTaHOBNEHO, YTO IIPpU HAOMIOICHUU
164 GONBbHBIX CApKOWI030M OPraHOB JbIXaHWS U3 MIECTH
eBponenckux cTpat 3a nepuos ¢ 2014 mo 2018 . mporpec-
CHPYIOIINH (hHOPO3UPYFOIIHIA CApKOMI03 OBLT BEISIBJIICH B
9 % cmydasix, ogHako cpemu 6onbHBIX W3J1 310 ouH 13
HHU3KHX TPOLEHTOB (JOPMUPOBAHUS HPOTPECCUPYIOILETO
(hudpo3a 110 CPaBHEHHIO C TUTIEPUYBCTBUTEILHBIM ITHEBMO-
uutoM 1 M3J1, accompoBaHHBIMU ¢ TPOECCHOHATIBHON
BpeaHocThio, 27 % n 18 % coorBercreenHo [10]. Kpu-
TEPUSIMU MPOrPECCHUPYIOLIETO JIErOuHOro (pudpo3sa siBis-
I0TCS: HapacTaHHEe OJBILIKH IPU (PU3HMUECKO Harpyske;
yxymmenue nokasaresneit KUDB/I (abconmtotHoe cHUKeHNe
DIKEJ > 5 % B TeueHue OQHOI0 rofa HaOIroAeHHs, a0CO-
motHoe cHmwkenne JICJI (¢ mompaskoit Ha ypoeHb Hb)
>10 % B Teuenue | roma HaOIFONEHHS); OTpPULIATETIHHASL
mrHaMuka m3MeHeHnit Ha KT OI'K, HapacTanue npu3HakoB
¢udpo3a, yro Hadbmonaercs u mpu OC [11].

Heo6xonumo oTMeTuTh, YTO BUABI (POPMUPOBAHHUS
¢ubposneix nzmenenuii npu COJl pazHOOOpa3HbL, YTO
MOKET MMPUBECTHU K OLTMOOYHOMY AnarHo3y. Tak, 1o qaH-
HbIM A. A. Buzens u jp. (2021), ommOouHbIN JrarHo3
CO/1 obu1 BeisiBnieH y 47 (12,7 %) u3 369 OonbHBIX: B
ToM umciie TuddepeHranbHO-AUarHOCTHYECKHIE CII0XK-
HOCTH BO3HMKAJIM U Ha 3Tane puOpo3upoBaHusl, KOTa B
i dhepeHnnanbHO-IMarHOCTUIECKUH Psill BKIIOYAINCh
CHP3 (cucreMHble UMMYHOBOCTIAJIUTEIBHBIC PEBMaTH-
yeckue 3abonesanus) — 3 (0,8 %), cumkos — 3 (0,8 %),
I'411 - 2 (0,5 %) nu ©BJI (IITD3, NJIdD) [12]. UnTep-
IpeTanys pe3yIbTaToB 3aBUcesia OT HaYaJIbHOTO 00beMa
MOPayKeHHUS JIETKUX U JIMM(PATHUECKUX y3JI0B, HATUUHUS
HeOnaronpusTHEIX GakropoB TeueHus CO/ (komopOu -
HOCTB, TPO(eCCHOHATILHBIC BPEAHOCTH, TeHETHUECKAs
MIPEAPACTIONOKEHHOCTh K (POPMUPOBAHUIO (PUOPO3HBIX
M3MEHEHMH, CUCTEMHBIN XapakTep IMpolecca ¢ mopa-
YKEHMEM MEYEHH U NTOYEK, COMPOBOXKAIOIINNICA OTEKOM
nerouHoi Tkanun). [laxe nucnonb3oBanue Mopdoaoruye-
CKOM BepH(hMKaLuK Ha CTaauu GUOPO3UPOBaHUS HE BCET-
J1a TI03BOJISIET BBIIBUTH CAPKOMIHYIO SITUTEINONTHOKIIE-
To4Hy!0 rpanynemy. Tak, no nanaeiM M. B. CamconoBoit
u A. JI. YUepnsiesa [ 13], uncno HaOMroaeHUM, MpeACTaBIs-
IOLUX IPaHyJlIeMaTO3HbIE UIIU TPaHyJeMaTo3HO-HEKPO-
THYECKHE MPOIIECCHI, COCTABUIIO MPAKTUUECKH TPETH OT
obmiero yucia ouoricuii (284 na 1000 HaOmoneHui),
u B 36,2 % HaOnioneHuii He yIanoch YCTaHOBHUTD MPU-
YHHY TPaHyJIeMaTo3HOro IpoLecca B JIETKUX, YTO ObUIO
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Puc. 1. CtpykTypa HHTEpCTULMATBHBIX 3a001eBaHMi Jerkux B knHuKe HU
MHTEPCTULMAIBHBIX U ophaHHbIX 3aboneBanuii serkux [ICIIGIMY um. U. I1. TTasnosa 3a 2023 .

Fig. 1. Structure of interstitial lung diseases at the Clinic of the Research Institute of Interstitial
and Orphan Lung Diseases, Pavlov First Saint Petersburg State Medical University, 2023

CBsI3aHO, B TOM 4HCIIe, ¢ popMupoBaHreM (GUOPO3HBIX
W3MEHEHHUH B JIerkuX u (uOpo3HOi TpaHcopmarmeit
rpaHyJIeMBbl.

PazHooOpa3nast ;mydeBast 1 KITMHUYECKasi KapTHHA, Ya-
CTO€ MPUCOSTUTHEHHE KOMOPOUTHOCTH ITPpU (hHOPO3HUPYFO-
IeM CapKOH/103€ PUBENHU K CO3JaHUI0 KIAaCCU(PHUKALHH,
OCHOBaHHOU Ha martepHax ¢udposa npu KT. CornacHo
HEJIAaBHO NPUHATOMY MeKAyHapoaHoMy Jlenbduiickomy
koHceHcycy [ 14] maruentsr ¢ @CJI ObITH pa3aencHbl Ha
geThIpe (heHoTuma, Ha OcHOBaHUU AaHHBIX KTBP:

A) IByCTOpOHHHUE TIEPUOPOHXOBACKY/ISPHBIC PETHKY-
JISIpHBIC N3MEHEHUS; PeTHKYIISIPHBIC U3MEHEHUS B JIETO4-
HOM TKaHWU;

B) Gonee oOmmpHBIe cHMMETpUYHBIE TIEPUOPOHXO-
BaCKYJISIpHbIE PETUKYISAPHbIE M3MEHEHHS U «COTOBOE
JIETKOE» C MEJIKMM JUAaMETPOM «COT» B MPUKOPHEBBIX
U SIIEPHBIX OTJeNax;

C) pubpo3HO-10JIOCTHBIC U3MEHEHHSI B IEPUOPOHXO-
BaCKYJISIPDHBIX CapKOHMJaX, B TOM YHUCIIE C MPHU3HAKAMH
(hopMHpOBaHUS MUIIETOM;

D) mtoTHBIE IBYCTOpPOHHWE TIEPHUOPOHXOBACKYIISIP-
HBIE MacChl, CO3/IAl0IINE KaPTUHY TIPOTPECCUPYIOIIETO
MacCHBHOTO (pUOPO3a B COUETAaHUH C AKTUBHOCTHIO ITPO-
necca (mepuauMdarndyeckas TUCCEMHHAIUS, BHYTPH-
rpyznHast TuM(aaeHONaThs ).

BaxxHO OTMETUTB, UTO BBIIBISEMOCTh QUOPO3UPY-
tomiero CO/l yBenuuuiack nocie naHaeMHul HOBOH KO-
poHaBUpPYCHON MH(EKLINHU (YTO MOKET OBITH CBS3aHO C
yacTeiM Hucnonb3oBanueM KT u yxynnieHuem TedeHust
CO/l Ha (oHE BUPYCHOIO ajibBEOJIUTA U HAPYLICHHIMA
MUKpPOIMPKYISnn). Takum oOpa3oM, W3ydeHue KIu-
HHKO-JTY9EBBIX (DEHOTHIIOB (PUOPO3UPIOIIETO CapKOH-
71032 ¥ COOTBETCTBYIOIINX MM ITATTEPHOB HAapyIIECHUS
MUKPOIUPKYIISIIHAN SBISIETCA aKTyaIbHON IPOOIeMOii.

Leab — M3y4nTh KIIMHUKO-TTy4eBbie (PEHOTHITHI (HU-
OpO3HPYIOILEro CapKOK03a OPraHOB AbIXaHUS U Xapak-
TepHbIe 11 HUX nepdy3ronnble Hapyiienns Ha ODOKT.

MaTepMaAbl U METOAbI UCCAEGAOBaAHUA

[Ipoananu3upoBaHbl JaHHBIEC KIMHUUYECKON KAPTUHBL,
(hyHKIIMOHAIIBHBIX U JTy9€BBIX HCCIIEIOBAHUH (KOMITBIO-

34 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA

tepHoii Tomorpadun (KT), omHOPOTOHHOH SMUCCHOH-
HOH KoMITbroTepHOH ToMorpaduu (ODPIKT)) y 40 nauu-
SHTOB ¢ (UOpo3upyrolieii HopMoii capkomn103a OPraHOB
nerxauust (COJl). Cpeau marueHTOB, HAOMIOIABIITIXCS B
HWW waTEpCTHIMABHBIX B OphaHHBIX 3a00JIeBaHUH 32
2023 1. (n=575), manueHThl ¢ CApKOMI030M JIETKHX CO-
craBmii 29 % (n=167), y 58 maruentos (34,7 %) Obu1
JUArHOCTUPOBaH BIiepBbie BhIsiBIeHHBIH COJl 1-i1, 2-i1 u
3-ii cranuu, y 69 60nbHBIX (41,4 %) oTMeUaIoCch peru-
JuBHpYIoLIee TedeHue 3adoneBanus u'y 40 (23,9 %) —
(hubpo3upyromuii capkon103. Uepes roj HaOIONESHUS Y
9 u3 40 nanuentos (4,4 %) 3a00yeBaHIE IPOTPECCUPO-
Bajio. Y BCEX NAlMEHTOB OLIEHUBAIH PE3yNIbTaThl KOM-
TUIEKCHOTO JIYYEBOTO MCCIIEIOBAHUSI — KOMITBIOTEPHON
tomorpadun (MCKT), ongHO)OTOHHOH IMHCCHOHHOM
kommbioTepHON ToMoTpaduu (ODPIKT), nanaple K-
HUYECKOM KapTHHBI U Pe3yJIbTaThl (PyHKLIMOHAIIBHBIX HC-
cienoBaHuil (crimpomMeTpuu U 1 dy3HOHHON CIIOCO0-
Hoctu sierkux (DLco)). JIyueBbie MeToabI THAarHOCTUKU
MPUMEHSIIMCH CTPOTO 1O OKA3aHHUSM U 110 HA3HAYEHHIO
Jieyalero Bpadya B paMKax KJIMHUYECKOTO HAOMIOIeHNUS
3a MalMeHTaMH. 3aKIIOYeHHsT ITHYECKOTO KOMHUTETa
JUIsl TIPOBENICHHS JIMAarHOCTUYECKUX HMCCIICIOBAaHUN Y
OONILHBIX HE TPEOOBANIOCH. BOTBHBIMH TIOATUCHIBAIOCH
WHPOPMUPOBAHHOE COIVIACHE HA MPOBEJCHUE JTyYeBO-
ro uccienosanus. KT-nccnenoBanus nerkux manueH-
TOB IPOBOJIWINCH B PEHTI€HOJIOTHYECKUX OTAEIECHUIX
[ICIIGI'MY um. U. I1. [1aBnoBa Ha 16- 11 64-cpe3oBBIX
tomorpadax ¢upmsl GE mo cranmaprHoil MeTomMKe:
Hanpsbkerue 120 kBT, skcno3unust oqHoro cpesa — 110
120 MAc, TonmuHa cpe3a — 1,25 MM, Bpemsl BpallleHus
Tpyoku — 0,5 ¢, ¢ UCTIOIB30BAHUEM TPOTPAMMEBI BBICO-
koro paspemierus. OOOKT nerkux BHIIOTHSIACH HA
IByXJeTeKTopHO Tamma-kamepe Philips Forte 2005
(CIIA) mo crannmaptHoif mporpamme Lung Spect u Ha
cosmenieHHOM ODIKT-KT tomorpade GE NM/CT 850
(General Electric, CIIIA), paguodapmripenapar Tc-99m-
mukpocdepsr (Makpotex, Poccus, per. Ne 2000/114/3
000 «/lmameny).

[Ipu crarucTrueckoir 00padOTKE TaHHBIX UCTIONB30-
BaJIM IpOrpaMMy/cTaTucTuueckuii maket Statistika 26.0.
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Puc. 2. KT-niposienenus IV cragun CO/l. KT-kaptuHa GpuOpo3upoBaHHBIX CApKOUIOB (pa3Hasi CTEIEHb BEIPAKCHHOCTH (QHOPO3UPOBAHHS
(a, 6, 6) 1 nepdy3MOHHBIX HApyILIeHUi (2, 0, e))

Fig. 2. CT manifestations of stage IV of pulmonary sarcoidosis. CT picture of fibrotic sarcoidosis (varying degrees of fibrosis (a, 6, 6)
and perfusion disorders (e, 9, e))

Puc. 3. Pasubie KT-Bapuants! pubpo3usix kuct npu OC. PasHble BapuaHTBl «COTOBOTO JIETKOT0», HE MTOX0OKET0 HA «COTOBOE
nerxoe» npu NJID: Menkie «COThI» ¢ MPEeNMYIIeCTBEHHON JIOKAIN3auel B BEPXHHUX OT/eNax (a); KPyIHBIE «COTBDY
B IIPUKOPHEBBIX OTAENaX (0); GrOpPO3HBIE MOIOCTU B CapKOUAAX (8)

Fig. 3. Different CT variants of fibrous cysts in fibrosing sarcoidosis. Different variants of «honeycomb lung» that do not
resemble the «honeycomb lungy typical of IPF: small «honeycombs» predominantly located in the upper regions (a), large
«honeycombsy in the hilar regions (6), and fibrous cavities in sarcoids (B)

Pe3yAbTaTbl MCCAGAOBAHUS M UX 00CYKAEHHE

[Ipu aHamm3e CTPyKTypbl HHTEPCTHIMAIBHBIX 3a00I1e-
BaHMH JIETKMX U3 NocTynuBUIMX B KaMHUKY HWUU mnTep-
CTUIMAJIBHBIX ¥ Op(haHHBIX 3a00seBanHuii ierkux B 2023 .
HanOoNbIIIyTO TpyTiTy coctarii narwenTs ¢ CO/L (puc. 1).

[IposiBnenus kmaccuaeckoit popmsl IV crannm CO/L
XOpOIIo n3y4eHbl. OHU Pa3TUYAIOTCS POTKEHHOCTHIO
Y MHTEHCUBHOCTBIO MPOIECCa, HO UMEIOT OOIIHE YePTHl,
CBSI3aHHBIE C TIEPBUYHBIM PACIIONIOKEHUEM T'paHyJIeM:
MIpH TPAJAULIMNOHHON peHTreHorpaduu - OTCYTCTBHE
CTPYKTYPHOCTH KOpHEH JIETKUX 3a CueT (UOPO3HBIX
M3MEHEeHUH, TMMdaTudecKre y3ibl He YBEeJTHUeHBI (MO-
TYT COXPaHATHCS OOBI3BECTBIICHUS B HUX), (PrOpO3HBIE
M3MEHEHUS B JIETOYHOM TKaHU C YMEHBIIEHHEM 00bemMa
BEPXHUX U CPEJTHUX JIETOUHBIX ITOJIEH, BEIpaKEHHAs Jie-
(hopmarius JISTOYHOTO PHCYHKA B TPUKOPHEBBIX OT/IEIAX,
BEPXHUX M CPEJHUX JIETOYHBIX IMOJSAX C 00EHX CTOPOH,
nposiistromuecs mpu KT kak yTommenue mepudpoHxo-,
MIEPUBACKYISPHOTO MHTEPCTHINA, (OPMHUPOBAaHHUE TIe-
PpUOPOHXOBACKYISIPHBIX (PHOPO3HBIX MY(T C HATHIHUEM
TPaKIIMOHHBIX OpPOXO3KTa30B, (PUOPO3HBIE M3MEHEHUS
nepu(epruvecKoro JerOYHOTO HHTEPCTHUIHS, «COTOBOE
JIETKOE» HAOJIOMAETCsI PEIKO ¥ MMEET HEOOBIITYIO TIPO-
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TSHKEHHOCTD, XapaKTepHO COXpaHEeHNE HE3HAYUTEIHHON
nuMQaICHOTIATUH U TTepeTuMPaTHISCKUX 04aroB Jaxe
pu VI cT. (coxpaneHune akTUBHOCTH Tiporiecca). Hapy-
weHust Mukpouupkysinuu npu OOIKT npencrapneHsl
JIOKANbHBIMU JIe()eKTaMH KPOBOTOKA, KOTOPBIE pacroa-
raroTcs B BEpXHE- CPETHUX OT/AETaxX, B IPUKOPHEBBIX OT-
JieNaX IMEIOT MPEUMYIIIECTBEHHO OKPYTITYO POPMY, UTO
yKa3bIBaeT Ha HIIIEMUYECKYIO IPUPOY ITUX U3MEHEHU I
(TTocnencTBUA UINTENEHOTO CAABIICHHS JIETOYHBIX COCY-
JIOB YBEJIMUCHHBIMH TUM(aTHUECKUMU Y371aMHu (puc. 2)).

B mocienune necarmieTrs moaBUiINCh HOBbIE KT-
natTepHbl puoOpo3usx m3MeHerwd npu COJl, B ToMm
YHCJIE «COTOBOE JIeTKoe» U (PMOPO3HBIE KUCTHI, paHee
OTIMChIBaeMbIe KpaitHe peako (puc. 3).

ComracHO HEJABHO IMPHHATOMY MEXIyHAPOIHOMY
Henbduiickomy koncencycy [14] mamumentst ¢ DCJI
OBLTH pasIeiieHbl Ha YeThIpe (DEHOTHIIAa HA OCHOBAHHUH
nanubix KTBP: npu ananu3ze KIMHUKO-TY4YEBbIX BapUaH-
toB ®C Ob1I0 OTMEYCHO, uTO PeroTHrbl B u C — Oosee
npyrux cxonabie o KTBP (puc. 4) ¢ mauomarnaeckum
JIErO4YHBIM (PUOPO30M U COTIPOBOXKIANHCH HANOOIBIINM
camwkenreM @XEJI u DLco. [Tpn atux dpenorumax 'KC
yare ObUTH Ha3HAa4YeHBI cpa3y IMOCIE BBISBICHHUS, PEKE
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Puc. 4. ®enorunsl @C, Ha ocHoBanuu nqanHbix KTBP (S. R. Desai et al., 2023)

Fig. 4. Phenotypes of fibrosing sarcoidosis, based on high-resolution computed
tomography (HRCT) data (Desai SR et al., 2023)

11.12.2017 r.

03.08.2024 r.

15.10.2025 .

J

Puc. 5. bonpHoit Y., 1984 1. p., nporpeccupyromiuii Gudposupyromuii capkon103 opranos apixanust (mepexon I ct. B III-1V ct.),
THUIT A C BEIPKEHHBIMH HapyIeHUsIMU MUKpoupKyisinun Ha OODKT B npukopHEBbIX 001acTsX (3a cueT OPOHXOLEHTPUYECKOTO
¢hubposza u B Mectax HOopMUPOBaHUS MEpUPEPUIECKOTO JerouHoro nareperunus mo tury HCHUIT)

Fig. 5. Male patient Ch., born in 1984. Progressive fibrosing sarcoidosis (transition from stage I to stages III-1V), type A,
with severe microcirculatory disorders on SPECT in the hilar regions (due to bronchocentric fibrosis and in areas of developing
peripheral pulmonary interstitial fibrosis of the nonspecific interstitial pneumonia (NSIP) type)

BCEro B KaYeCTBE CTAPTOBOI Tepanuy NPUMEHSUIIN TIeH-
TOKCU(WUIMH U BUTaMuH E 1 Tonpko mpu 3THx (heHo-
THUIIaX IPOBOAMIIACEH ITYJILC-TEPATIHSL.

B nHammem nccrieioBanny B rpyitime nanueHToB (n=40)
(hopmupoBanue pudposupyromieit GopMbl capkon03a
OBUIO CBsI3aHO ¢ AedeKTaMu Tepanuu (OTCyTCTBUE MPU-
BEP)KEHHOCTU K JICUCHMIO, TIO3AHEE HAuyayio JICYeHUs,

36 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA

npucyTcTBoBasio y Beex nauueHtos (100 %)), neGro-
TOM JICUEHHS C TIPOTUBOTYOEPKYJIC3HOM TEpaiy y Lie-
ctu 6onmpHBIX (15 %), KomopoumHocThio (TAA, U,
BHUpycHbIe THeBMOHNH, ['OPb, TOJIA onpenensimucs y
29 genosexk (72,5 %)).

Tun A ¢opmuposanust pudposa npu ®C ObL1 BbI-
saBieH y 18 (45 %) OonbHBIX M XapaKTepH30BaJICs IPO-
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e

K/®B[ ot 28.01.2014 r: OEN 4.83 4.53 93.7, )KEJ1 3.08 2.36 76.6, O0N 1.75 2.17 123.9, OOMOE/ 35.82 47.90 133.7, DL 22.34 11.27 50.5, PoO2 70.30, PaCO2 39.30.
OB6CTPYKTUBHBIV TUN CTPYKTYpbl OEST. MiMetoTcs HapyLLeHrst npoxoaMMocTy 6pOHXOB € NpeobnaaaHvem B LieHTpanbHOM oTaene. HopMoBeHTUNALMS B NoKoe. YMepeHHoe
CHDKEHWe Anddy3MOHHON CNOCOBHOCTY NErkMx 3a CYET CBOWCTB MEMOpaHbl ¥ YMEHbLUEHUS! arnbBeonsipHOro obbema. YmMepeHHasi runokcemusi. HapyLueHuin KUcnoTHo-
ocHoBHOro paBHoBecusi HeT / Pu Imonary function tests (PFT) from January 28, 2014: TLC 4.83 4.53 93.7, VC 3.08 2.36 76.6, RV 1.75 2.17 123.9, RV/TLC 35.82 47.90
133.7,DL 22.34 11.27 50.5, Pa02 70.30, PaCO2 39.30. Obstructive type of total lung capacity (TLC). There is bronchial obstruction predominantly in the central part. Normal
ventilation at rest. Moderate reduction in lung diffusing capacity due to membrane properties and reduced alveolar volume. Moderate hypoxemia. No acid-base imbalance.

Puc. 6. bonbhnas b., 55 1., rucronorunyeckn BepuduimpoBanubiii @C. Tun B. Ha akcnansueix KT-cpesax B sierounom
AIIEKTPOHHOM OKHE: BBEIPaKCHHBIN TIEPHOPOHXOBACKYISIPHBINA (HOPO3 ¢ TpaKIuel OPOHXOB («COTOBOE JIETKOE» C MEIKUM
JIMaMETPOM «COT» B IPUKOPHEBBIX OT/eNax). YcuiieHne nepuepruyeckoro JIErouHoro HHTepcTuius (otek, puopos). CoxpaHeHue
axtuBHoctu CO/I (MenkoodaroBas nepummdarnaeckas JUCcCeMUHALMS, TUM(aTeHOIaTHs TEPUTPAXEOOPOHXHATBHBIX TPYIII).
[IposiBnennst OpoHXUATBHOIM 0OCTPYKINH (HEPABHOMEPHOCTh BEHTHIISIIMH JIETOYHOW TKaHH). 3HAYUTENIFHBIC HAPYIICHUS
MUKpPOLMPKYJISALNH, JTOKAJIbHBIC, C OOMIMPHBIMU y4acTKaMH anepdy3un HeNpaBUIbHOW U OKPYIIOH GOopMbI

Fig. 6. Female patient B., 55 years old, histologically verified, progressive fibrosing pulmonary sarcoidosis, type B. On axial CT-sections
in the lung window: pronounced peribronchovascular fibrosis with bronchial traction («honeycomb lungy» with small «honeycombs»
in the hilar regions). Increased peripheral pulmonary interstitial tissue (edema, fibrosis). Persistent disease activity (small focal
perilymphatic dissemination, lymphadenopathy of the peritracheobronchial groups). Manifestations of bronchial obstruction (uneven
ventilation of the lung tissue). Significant local microcirculation disorders with extensive areas of irregular and rounded aperfusion

SIBJICHUSIMU KaK IPU3HAKOB MOPAKEHUS LIEHTPAIbHOTO
UHTEPCTUIHS (OPOHXHOIONEHTPHYHBIH THTI — IIEPUOPOH-
XOBACKYJISIpHbIE «MY(QTBD» C TPaKLUEH KPYIHbIX OpOH-
XOB), TaK U IPU3HAKAMH HOPAKECHUS NepUepruIecKoro
JIETOYHOTO MHTEPCTULNS (THIT Hecrienn(pIecKON HHTEp-
CTULMAJIbHOM THEBMOHUH — CTOMKOE YINIOTHEHHUE NepH-
(epuueckoro snerouyHoro uHrepcrunus — KT-kapruna
«MaTOBOT'0 CTEKJIa», PETUKYIISILUH C TPAKLIUCH MEJIKUX
OpoHx0B). Y OOJBIIMHCTBA NALEHTOB OTMEYAJICS BOJI-
HOOOpPAa3HbI MPOrpeccCUpyIOIIN XapakTep TEUCHUS
mpoiecca, y BocbMH 00JbHBIX (44 %) BBISBICHBI IIPU-
3HAKU (POPMHUPOBAHMS JIETOUYHOM IMIIEPTEH3UH, Y ICBSITH
(50 %) — onpenensinch PeCTPUKTUBHBIC HAPYILIECHHS CO
cumxenueM OXKEJI u DLco. V Bcex manueHToB 3TOH
IPYIIIbI HAOTIOAANNCH BBIPAKCHHBIE IIep(y3HOHHBIC Ha-
pymenus mpu ODPIKT (100 %) (puc. 5).

[Ipumep nebmaronpusitHoro Teuenus CO/] ¢ mocro-
STHHO IIPOTPECCHUPYIOIUM BOJIHOOOPa3HbIM TEUECHHEM
poLecca AEMOHCTPUPYET TO, KAKUM 00pa30M MEHSIOTCS
JIy4EBbIE CUMIITOMBI TOPasKeHUsI TMM(aTHIECKUX y3II0B,

www.microcirc.ru

04YaroB ¥ UHTEpCTULMS pu nporpeccupyromeM CO/l.
dopmuposanue GrOPO3HBIX U3MEHEHHUH LEHTPAIBLHOTO
(6porxorneHTprUeckoro ¢pudpo3a — B OOIBIIEH cTemne-
HU) 1 niepudeprndeckoro (mpu tumry HcHIT) nerounoro
HMHTEPCTULHS COITPOBOXKIACTCS BBIPAKCHHBIMH Hapy1LIIe-
HussMU MUKpopKysinun Ha OOIKT. Takue npumepsl
nocT(HaKTyM IO3BOJISIOT OLIEHUTH, BO YTO TPAHC(HOPMHU-
pyercst CO/L, 4ToOBI pEeHTTeHOIOT P BCTPEUE C TAKUMU
OOJILHBIMU Ha BIIEPBbIC BBISIBICHHBIX JAJICKO 3AIIEAIINX
CTaaMAX 3a00JI€BaHMsI MOT Y3HATh CUMITTOMBI CApKOHI0-
3a B IIpU3HaKax (puOPO3UPYIOLIECTO MOPAKEHHS.

Tun B ¢opmuposanus ¢pudposa npu ®C Obu1 BbI-
sBJeH y ceMu OonbHBIX (17,5 %), Takke XapakTepH-
30BaJICSl MPOSIBJICHUSAMH KakK INPH3HAKOB MOPAXKECHUS
LEHTPAJIBHOTO MHTEPCTULIUS (OPOHXHOIOLEHTPHUYHBIN
TUI — NEPUOPOHXOBACKYIISIPHBIE «MY(TBI» C TpakIHen
KPYIHBIX OPOHXOB), TaK U MPU3HAKAMH MOPa’KeHHUS T1e-
PUPEPHUUECKOTO JIETOYHOTO HMHTEPCTHLMS (THIT HECIIell-
n(hUIeCKON MHTEPCTULINATBHON ITHEBMOHHUH — CTOMKOE
YIUIOTHEHHE Nepru(epruIecKoro JISTOYHOT0 MHTEPCTH-
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Puc. 7. bonbhoii K., 44 1., pubposupyrommii capkonio3. Tun C. HebnaronpusitHoe TedeHue — GOPMHUPOBAHUE MTOJIOCTEH
B CapKOHUJIaX C MPUCOCANHECHIEM MUKOTHIECKOTO IMOPaKCHUS (MUIIETOMBI B TTOJIOCTAX) (a, 6). PasHOHaNpaBieHHAs: AWHAMUKA
Ha ()OHE Teparnuy — yMEHBIIICHUE TPOTSHIKEHHOCTH CAPKOMUIHOTO MpOoIecca, YaCTUUHOE 3aKPhITHE MOJI0CTeH (8), HapacTaHHe
MHKOTHYECKUX Macc B OJIIOCTSIX (2). BrlpaskeHHbIe 1ep(dy3nOHHbIC HApYIICHNUS B JISTOYHOH TKaHH (0, €)

Fig. 7. Male patient K., 44 years old, fibrosing sarcoidosis, type C. Unfavorable course with cavity formation in sarcoids with the

addition of mycotic lesions (mycetomas within cavities) (¢, 6). Multidirectional dynamics during therapy: reduction of the extent

of the sarcoid process, partial closure of the cavities (g), an increase in mycotic masses within cavities (). Pronounced perfusion
disorders in the lung tissue (0, €)

st — KT-kapTuHa «MaTtoBOro CTEKIa», PeTUKYJIILNY,
«COTOBOTO JIETKOTO» C MEJIKHUM JHAMETPOM «COT» B
IIPUKOPHEBBIX U SAEPHBIX OTIEJIAX C TPAKIIHUEH MEIKHX
OpouxoB). J[71s1 BceX OOMBHBIX OBLTO XapaKTEPHO HaJIH-
yue akTuBHOCTH COJ] — nepuoanvecky BOZHUKAIOIINE
obocTpeHus (C HapaCcTaHUEM CTETICHH BBIPAKCHHOCTH
BHYTPHUIPYAHON IuMpaneHonaTuy u nepunumdarnyie-
CKOI1 IMCCeMUHAalNN ), B MOMEHT 000CTPEHHsI YaCTUIHO
nepexpeiBarommye GuOpo3Hbie H3MEHEeHUs. Y OoibIeit
4acTH OONBHBIX MPUCYTCTBOBAIN IIPU3HAKU (HOPMUPO-
BaHMs JIETOUHOH runepreHsn (85,7 %), pecTpuKTHBHBIC
Hapywmenus co cHmwkenneM OXKEJI u DLco (100 %) B
COYETAaHUH C OOCTPYKTHUBHBIMHM HapyLICHUSIMH, BBI-
pakeHHsIe Tiepdy3nonHble Hapymerus npu ODIKT
(100 %) (pwuc. 6).

Tun C hopmupoBanus pudposa mpu OC ObLT BEIIB-
neH y mwectu (15 %) OonbHBIX, TAKXKE XapaKTepH30BajICs
BBIPaKCHHBIMU OPOHXOLEHTPUYECKUMH H3MEHEHUSIMHU
Kak (huOpo3HOTO (MEPUOPOHXOBACKYISPHBIA (HUOPO3 C
TpaKIyei KpymHBIX OPOHXOB), TaKk M He(hUOPO3HOTO Xa-
paxrepa (MacCHBHBIC CAPKOU/IbI B IPUKOPHEBBIX OTAENAX
¢ 00enx cTopoH). IMEHHO ITpu 3TOM THIIE TIOPasKEHUSI OT-
Meqaoch (POPMHUPOBAHKE MTOJIOCTEH — KaK OCTPbIX BBUAY
HapyIeHNs. TPOPHUKH, TaK U XPOHUUECKUX, (PUOPO3HBIX
(c BTOPUYHBIM MHUKOTHYECKUM MH(HULUPOBAHUEM U Je-

38 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA

TOYHBIM KpoBoTeueHHeM). Taroke pu tune C oTMedaioch
HaJIMYUE «COT» B IIPUKOPHEBBIX OTAENAX (Pa3IN4HOIO
quamerpa). DTOT TUI TOPAKEHUS XapaKTEePU30BaJICs
HanOoJsee BhIpakeHHBIMH (D (y3HOHHBIME (CHIKSHUE
DLco — 100 %), nepdy3rnoHHBIME (IIpH HPOBEICHUU
ODDOKT) 1 pecTpUKTUBHBIME HAPYIICHUSIMH (CHU)KEHHE
OXKEJI- 100 %). OnHako ypoBeHb CHUIKEHHS HE JIOXONIT
110 ypoBHsi cHIbkeHus ipu Oonbinux OBJT (HcUT, OUII).
VY Bcex OOJIBHBIX OTMEYAIMCh ITPU3HAKH (POPMHUPOBAHUS
nerounoii runieprensuu (100 %) (puc. 7-9).

Tsoxenpie Gpopmbl Teuernnss OC y Oounblieit yacTu
OOJIBHBIX COINPOBOXKIAINCH CUCTEMHBIM HOPAXKEHUEM
(puc. 8).

BrisiBieHHE OCIIOKHEHHOTO TEYEHHUS! MOJIOCTHBIX
¢bopM capkouI03a OCHOBBIBAJIOCH HA KIMHUYECKUX
JaHHBIX U n3MeHeHnH KT-kapTHHBL: TOsBIEHHE KPOBO-
XapKaHbsl, He XapaKTEePHbIE I CAPKOU103a U3MEHEHUS
B JICTOYHOM TKaHU: YYaCTKH HHTEPCTHLINAIBLHOTO YIIJIOT-
HeHUs (PETUKYISINN), XapaKTepHbIe I UMOMOUITUN
JIETOYHON TKaHH KPOBBIO (pHC. 9).

Tun [ popmupoBanus ¢udposza nmpu @C ObL BEIAB-
nen y mectH (15 %) OonbHBIX, XapaKTepHU30BaJICs Mpe-
HMMYIIECTBEHHO OPOHXOLECHTPUICCKIMU U3MEHEHUSIMHU
Kak (huOpo3HOTO (MeprOPOHXOBACKYISPHBIN (prOPO3 C
TpakIMed KPyHMHbIX OPOHXOB M HaJMYHEM OOBI3BECT-
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Puc. 8. BonpHoit A., 61 r., rucTonornyecky BepuduurpoBaHHblii Gudposupyromuii capkono3, tui C. Capkon103 rojJOBHOTO MO3ra,
XPOHHYECKHUH CapKOUAHBIH TyOyIOMHTEepCTHIHANEHBIH HehpruT. MHOXECTBEHHBIE Pa3HOKAIMOEPHBIE «COTH) B IPUKOPHEBBIX OTJEIaX
¢ 00eux CTOpPOH (MeCTa PaCIONIOKEHUS TPaHyIEeMaTO3HOTO OPAXKEHUS ¢ capKouaamu) (0, 8, 0, e), 00bI3BeCTBICHHbIE TNUM(paTHIECKUE

Y3JIbI IEPUTPAXE0OPOHXHATBHBIX TPYIII (2). BeipaxkeHHbIE nephy3HOHHbIE HAPYILICHUSI B JISTOYHOM TKaHH (drc, 3)

Fig. 8. Male patient A., 61 years old, histologically verified fibrosing p ulmonary sarcoidosis, type C. Cerebral sarcoidosis, chronic sarcoid
tubulointerstitial nephritis. Multiple «honeycombs» of various sizes in the hilar regions on both sides (locations of granulomatous lesions
with sarcoids) (6, 6, 0, e); calcified lymph nodes of the peritracheobronchial groups (¢). Pronounced perfusion disorders in the lung
tissue (orc, 3)

BJICHUH B CTPYKTYpE), Tak 1 He(pUOPO3HOTO XapakTepa
(MaccuBHBIE CapKOH/IbI B IPUKOPHEBBIX OTJIENax ¢ 00e-
ux ctopoH). Ilpu 3TOM Tune mopaxeHus: 0TMEYalIOCh
OTCYTCTBHE CYIIECTBEHHOTO perpecca CapkouoB IMpH
MIPOBEJICHUN TJIFOKOKOPTUKOCTEPOUIHON Teparuu, He-
CMOTps1 Ha HEOOJIBIIIOE MMOBBIIICHHE JKU3HEHHOW eMKO-
CTH JICTKHX, TIOKa3aTesid AU Py3nOHHON CIIOCOOHOCTH
JISTKUX MPOJIOJKAIH CHIDKAThCS (puc. 10, k). Y Oonbiieit
4acTH OOJBHBIX OTMEUAINCh NMPU3HAKN OpOHXHATBHOMN
00CTpYKIUH (HEPAaBHOMEPHOCTH BEHTHJISIIIUH JIETOYHOM
TKaHU, IByCTOPOHHUE «BO3/TyLIHBIC JIOBYIIKIY ), PU3HA-
K1 (POPMHUPOBAHUSI JISTOYHON TUIIEPTEH3UH (paclIupeHne
IIpaBbIX MOJIOCTEN CEpJLa, CTBOJA U KPYIIHBIX BETBEU
JIETOYHOM apTepUH, MOBBIIEHUE JIaBJICHUS B JIETOUYHOMN
aprepun) npu DXO-kapauorpadun (puc. 10).

Juist Tuna J] Obuin XxapakTepHbI OJTMKOMOPOUIHOCTD
(mpucoenHeHne BOCHAINTENbHBIX poreccoB, TOJIA)
1 OCTIO)KHEHHOE TeueHue (OopMUpOBaHUE IETOYHOMN TH-
neprensuu, TOJIA), BeisaBsiemMsle pu nipoBeaennu KT-
anruorpaduu (puc. 11).

Hanuuue 00JbII0M KOrOpThl MAIMEHTOB ¢ (hUOpo-
3UPYIOIIUM CapKOMI030M IO3BOJIMIIO HaM BBIJEIUTH
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eme omHy rpymmy Tspkenmoro teuenuss OC — tun E
(Tpm manueHTa), KOTopas XapakTepHu30Bajiach Mopaxe-
HUEM [TPEUMYIIECTBEHHO Tepr(epHyecKoro JerouHoro
uaTepctuys (cxogroe ¢ MJID) u coxpaHeHneM BbIpa-
YKEHHOU BHYTpUTpYIHOH nmuMpanenonatuu (puc. 12).

3HaunTenbHas JUMQaAACHONATUS TUMTUYHBIX JUIS
CO/l rpymm, «coTtoBoe jerkoe», Tunuanoe ans OUII,
nporpeccupoBanue GuOpo3a MPOUCXOAUT MEJICHHEE,
yem nipu OUII, cHmKeHne QYyHKIIMOHATBHBIX MOKa3a-
Teneit — mensbIne, uem npu OBJI, HO Oomnblie, Yem mpu
knaccuueckux gpopmax CO/I.

C 2000-x rr. cTanu ynoTpeosaTh TEPMUH «IIPOTPEC-
cUpYOIINi GUOPO3UPYIOIINE CapKOUI03 JIETKUX» [15],
OTHCHIBasi BAPHAHTHI HEOJIArONPUATHOTO TEUEHUS, Xa-
PpaKTepU3yIONIHeCs 3HAYUTEIbHBIMH TEPUOPOHXOBACKY-
JSIPHBIMU (PUOPO3HBIMH U3MEHEHUSIMU HITH (POPMHUPO-
BaHHEM «coToBOro Jierkoro» nmpu KT, 3HaunTensHbIMU
HapyIICHUSIMH JIETOYHOW (DYHKIIUM M JIETOYHOH TeMO-
JTUHAMWKH, HAJIAYHMEM XPOHWYECKOW aclepruilie3HOl
win OakrepuanbHoi nHekuu. Toraa sxe ObUIH ITpeI-
JIOKEHBI JIB€ OCHOBHBIE KJIMHUKO-PEHTI€HOJIOTHYE-
ckue Mojeny (hUOPO3UPYIOIIETO CapKOUI032a JIETKUX:
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Puc. 9. boipHas M., 57 1. O6pazoBanue nonocteit B puOpo3HbIX 00macTsx (a, ) nmpu GpudposupyromeM capronose, Tur C. Jlerounoe
kposoteuenue (KT or 23.10.2012 1 25.11.2012) (6, 2). BoipaxkeHHbIe niepQy3HOHHBIC HAPYILIEHNSI B JISTOYHOW TKaHH (O, €)

Fig. 9. Female patient M., 57 years old. Cavity formation in fibrous areas (g, ) in fibrosing pulmonary sarcoidosis, type C.
Pulmonary hemorrhage (CT scans from October 23, 2012 and November 25, 2012) (6, 2). Pronounced perfusion disorders
in the lung (0, e)

NepuOpPOHXOBACKYIAPHBIA  (ruOpo3 (0OCTpYKTHUBHBIE
Hapymenus npu KUOB/] co canxennem OPBI, no-
BeimenueM OOJI) u popmupoBaHUEe «COTOBOTO JIETKOTO
(pectpuxTtuBHble HapymeHus npu KMOBJI co canxke-
nuem OXKEJI, 1CJI, BolpakeHHBIMH TIep(pYy3UOHHBIMU
HapyIIEeHUSIMH ), OTIINYAIOLIUECS 10 TEYSHHUIO U TPOTHO-
3y. bbu10 0TMEYeHO, YTO MporpeccUpyroNUil JerOUHbII
(hbubpo3 Ipu capkou103¢ MOKET OBITH ¢/0€3 MPU3HAKOB
AKTHBHOCTU U 4TO (PMOPO3UPYIOIINI CAPKOHU 03 JIETKUX
oTim4aeTcs ot prudpo3a mpu 0OBIYHON HHTEPCTHLINAIIb-
HOMW MHEBMOHHH (JIOKQJIM3AIMsI B BEPXHHUX U IPUKOPHE-
BBIX OT/IEJIaX, HE3HAYUTENNbHAs MPOTSHKEHHOCTh «COTO-
BOTO Jierkoro»). [Ipu aTom cimpomMeTpust mpesiaragach
KakK caMblii HaJEKHBII MHCTPYMEHT JJIs MOHUTOPUHTA
(YHKIMOHAIBHBIX K3MEHEHHH JIETKUX, & alITOPUTM, OC-
HOBaHHBIN Ha erouyHol ¢pynkuun u KT, mo3Bomnsut mpo-
THO3MPOBATh BBKMBAEMOCTH MPU MPOTPECCUPYIOLIEM
CapKoM103€, yTOUH:s, 4To criupomeTpust 1 DLco penko
OBIBaIOT HOPMAaJLHBIMH TIpU nporpeccupyomem OC:
PECTPUKTHMBHBINA XapakTep y °/, MalUeHTOB, 0OCTPYyK-
TUBHBIH HaTTepH y '/, nauuenTos, 20 % nauueHToB 00b-
enuHsIoT 00e MoaenH, T. K. DLco 6bu1 Hu30k y 90 % na-
LMEHTOB (UTO JeNaeT MOCIeAHNI OKa3aTeb Hanboee
MPOTHOCTUYECKHU 3HAUUMBIM) [16, 17]. ¥ marueHTos c
(hnOPO3UPYIOIIMM CAPKOKI030M Yallle BCero Habroaa-
I0TCS peCIUPaTOPHbIE CUMIITOMBI, TAKHE KaK Kallellb U
ozpIka. B otnnune ot 0oipmuHCTBa GUOPO3UPYIOLIHX

40 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA

WHTEPCTUIMAIILHBIX 3a00JCBAHUN JICTKUX, CBUCTSIIEE
JIBIXaHUE Yallle BO3HUKACT 13-3a JeopManuu OpoHXOB
1 OPOHXOAKTAa3UU LIEHTPAIBHBIX JIBIXaTEIbHBIX MyTEH.
OTO TakKe MOXKET OBbITH CBS3aHO C MOBBIIICHHBIM PH-
CKOM OaKTepuaIbHBIX HHPEKIUI, 000CTPEHUEM CapKO-
nao03a u gaxe KpooxapkaneeM [18]. KpoBoxapkanbe
TaK)KE MOXKET OBITh CBSI3aHO C MULIETOMOM, COCTOSIIICH
u3 rpuOkoB Aspergillus [19]. Kpome Toro, kpoBoxapka-
HbE U MPU3HAKU TUIIOKCEMUU MOTYT ObITh CHMIITTOMaMU
JISTOYHOW TMIIEPTEH3HH, CBA3aHHOU ¢ puOpo3upyromieit
(dhopmoii capromniosa. Mexanusm pa3Butus (puopo3a npu
capKou103¢ MHOTO(DaKTOPEH, B OCHOBHOM BKJIFOUaeT (hu-
Op03 UHTEPCTHUIMAILHOTO MPOCTPAHCTBA, 00pa30BaHUE
rpaHyjieM BOJIM3H COCYJIOB, YTO MOXET IIPUBECTH K CO-
CYAMCTON OOCTPYKIIMU U TPaHyJIEMaTO3HOMY BOCIIaje-
HUIO cocya0B [20], 4TO ¥ MOATBEPKAACTCS BBISIBICHUEM
JIOKaJIbHBIX 30H anepdy3un npu nposeaeHnn OPOKT.
Nmenno hopmupoBanme 3THX (hOpM ITPUBEIIO K TOMY, UTO
CapKOMI03 COCTABIICT 2,5 % OT BCeX MOKA3aHUI K TPAHC-
IUIAHTALIUY JIETKUX (MEIMaHa BBDKUBACMOCTH 8,5 JIeT Jyist
TAIMEHTOB, IOKHUBLIIUX JI0 OJTHOTO T071a, 110 JJAaHHBIM MeskTy-
HapoaHoro OO0mIecTBa TPaHCIUIAHTAIIMK CEp/la M JISTKUX
(ISHLT) [21]. IosiBieHre OOJBILIOTO YKCIIa TAIUEHTOB C
®C npuBeIIo K TOMY, 4TO BO3HHKAIIa HEOOXOMMOCTh B €r0
kiaccugukarmu. [1o qJaHHbIM (yHKIMOHATLHOTO UCCIIE]IO-
BaHMS 3TO CJIEJIATh CIIOXKHO, T. K. IIOYTH BCE 3TU OOJIbHBIC
HMEIOT BBIPAKEHHOE CHIKEHHE JISTOUHBIX 00BEMOB.
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Puc. 10. bonmpnas K., 1949 1. p. ®ubposupyronmii capkonaos, tum . @opmuposanue pudposusix capkongos: 04.03.2025:

KT — ¢pubpozupyromwmii capkonos, tun [ (a—); 28.05.2025: OODKT-KT — BeipaxkeHHbIE epdy3HOHHbIE HAPYILICHUS B
¢hubpo3HEIX 00macTsX (e—e); 17.10.2025 . KT — mocre nmposenennst ' KCT — wacTudHbIA perpecc capKkouaoB, COXpaHEHHE
(huOPO3HBIX N3MEHEHMI, OOBI3BECTBICHUH B IUM(PATHUCCKUX Y3JIaX MEPUTPAXCOOPOHXHUATBHBIX IPYII, (OPMUPOBAHUE JICTOUHON
TUIEPTeH31H, TPOSIBIICHHsT OPOHXUAIBHOW 00CTPYKIMH (d/c—u); K — TTOKa3aTesid (PYHKINH BHELIHETO IbIXaHUs B IIPOLIECCE JICUCHUSI

Fig. 10. Female patient K., born in 1949. Fibrosing pulmonary sarcoidosis. Type D. Formation of fibrous sarcoids: March 4, 2025.
CT: fibrosing sarcoidosis, type D (a—6); May 28, 2025. SPECT-CT: pronounced perfusion disorders in fibrous areas (2—e); October
17, 2025. CT after glucocorticosteroid therapy: partial regression of sarcoids, persistence of fibrotic changes and calcifications in
the lymph nodes of the peritracheobronchial groups, development of pulmonary hypertension, and manifestations of bronchial
obstruction (oc—u); k — pulmonary function parameters during treatment
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a
31.03.2017 .

08.10.2017 r.

Puc. 11. bBoenas C., 1991 1. p., rucTonornuecky BepuduInpoBaHHbIil GuOpo3upyromuii capkonnos, tum Jl. Pentrenorpamma
n KT: BeIpakeHHBIE TEPUOPOHXOBACKYIISIPHBIE (OpPOHXOLEHTPHYHBIE) (GHOPO3HBIE N3MEHEHHS ¢ POPMUPOBAHIEM KHCTO3HO-
OyJUIe3HO# NepecTPOUKH JIETOYHON TKAaHH BOKPYT HHUX, COXPaHEHUE BBIPAKCHHOH TMM(aaeHOIaTHH ¢ 00bI3BECTBICHUIMH
B JIMM(DaTHUECKHX y3JIaX HePUTPaXeoOPOHXUAIBHBIX TPYII (d—6); IPHUCTEHOUHBIH Je()eKT KOHTPACTHPOBAHYS IIPaBOH IIIABHOM
BETBU JIETOYHON apTepHn — TpPOMOOTHUIEeCKHe Macchl (e—e). Jlerodnas runeprensus, OPMHUPYIOMIASCS KaK 32 CIeT HapyIICHHUS
MHKPOLMPKYISIHN B 007acTsAX Gpudposa, Tak u 3a cuer TOJIA (paciimpenue CTBOJIA M KPYMHBIX BETBEH JIETOYHON apTepHH,
CHMIITOM «CKa4yKa KaJrOpa» — pe3koe N3MEHEHUE AuaMeTpa BEeTBEH JISTOUHOI apTepry, paclinpeHne, H3BUTOCTb OPOHXNAIBHBIX
apTepuii, MO3aMIHOCTB JIETOYHOTO PUCYHKA 32 CUET Nep(y3nOHHBIX HAPYIICHNIT)

Fig. 11. Female patient S., born in 1991, histologically verified fibrosing pulmonary sarcoidosis. Type D. X-ray and CT scan: severe
peribronchovascular (bronchocentric) fibrotic changes with the formation of cystic-bullous restructuring of the surrounding lung
tissue and persistence of pronounced lymphadenopathy with calcifications in the lymph nodes of the peritracheobronchial groups

(a—6); Mural filling defect in the right main pulmonary artery branch — thrombotic masses (e—e). Pulmonary hypertension, developing
both as a result of impaired microcirculation in the fibrotic areas, and as a result of PE (dilation of the pulmonary trunk and large
pulmonary artery branches, the symptom of «caliber jump» — a sharp change in the diameter of the pulmonary artery branches,
dilation, tortuosity of the bronchial arteries, mosaic of the pulmonary pattern due to perfusion disorders)

Huarno3 COJl ycTaHaBIMBaeTCs, COTIACHO OTEYE-
CTBEHHBIM U 3apyOC:KHBIM PEKOMEHJAIUSM, TPH Ha-
JIUYUHM TPEX OCHOBHBIX JTUATHOCTHYECKUX KPUTEPHEB:
TUIMYHBIX KIMHUKO-TYUEBBIX ITPOSIBIICHUH CapKOH/103a,
BBISIBJICHHUH TUTEIMOUTHO-KIICTOYHBIX TPaHysieM B OHO-
nTarax JIETOYHON TKaHW WK TUM(ATHUECKUX y31ax U
WCKJIFOYCHUH BCEX JIPYTUX MPHYMH, BBI3bIBAIOIINX (op-
MHUpOBaHue rpanyieM [22, 23]. HenaBHue nccnenoBanus
MTOKAa3bIBAIOT, UTO (PUOPOZUPYIOMIHNIA CAPKOUI03 BOZHU-
KaeT Ha (hoHe MMOCTOSTHHOTO HEKOHTPOJIUPYEMOTO BOC-
MaJeHnus 1 ycyryonsiercs rnpo-(puOpo3HbIMU TeHETHYe-
CKUMH 0COOCHHOCTSIMH 1 UMMYHHBIMH PEAKIIHASIMH, YTO
TpeOyeT MPOBEeAECHNUS IOTIOTHUTEIbHBIX HCCIIEIOBAHUH.
CpaBHenue ¢ aApyrumu (GHuOpo3UpyrOIIUMU 3a00JieBa-
HUSIMH JIETKHX TaKKe MO3BOJISET BBISBUTH KIFOUEBBIE
0COOEHHOCTH, KOTOPbIE TIOMOTAIOT HaM TIOHATH O0IIIHe
MeXaHu3Mbl pa3BuTHs (hrbpoza. Teuenwe mporecca
OT TPaHYJIEMaTO3HOTO ACENTUYECKOTO BOCTAJICHHUS B
nuM(paTUYECKON CHCTEME IMEePEeXOIUT B 00pa3oBaHUE
¢udposa. [Tonnmanne MmexaHu3MOB GUOPO3HOHN TpaHC-
(hopmarum mpu capKoOM103€ CMOKET YITYUIIUTH Ka9€CTBO
KJIMHAYECKOM TTOMOIIIHN ¥ CITIOCOOCTBYET pa3paboTKe HO-
BBIX METOJIOB JieueHus [24-26].

B nameit pabote npezacTaBieHsl BApHaHTHI HEOIAro-
npusitHoro Teuenus COJl ¢ popmMupoBaHreM BbIpaKeH-
HBIX (B TOM YHCIIC TIPOTPECCUPYIOMINX ) (PHOPO3HBIX H3-

42 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA

MEHEHUH B JIETOYHOU TKAHH, TPUBOSIINX K ITOSBICHUTO
TSDKEJIBIX KJIMHUYECKUX MPOSABICHUHN: HapacTarouiei
OJIBIIIIKY, CYXOTO KaIlIs, CHUKCHHS TOJICPAHTHOCTH K
Harpy3Kam.

3akAloueHue

DOUOPO3UPYIOITHIE CTATUH PA3HBIX 3a00JICBAHII JIETKIX
CTaHOBATCA CXOKUMM I10 KIIMHUYCCKUM U pECHTTCHOJIOTYC-
CKHM ITPOSIBIICHHUSIM, OJTHAKO HO30JI0THYeCKast popMa UMeeT
SHAYCHUC JIA BI)I60pa JieueHus1. PEeHTreHosIor MOXKeT 110-
MOUYb B €€ OIPEICIICHUH, ITPUICPIKUBASICH CIICYFOLICH TaK-
THKH: TIPOBOJIS TIOJIHOIICHHYIO OLICHKY JIy4EBOTO apX1Ba,
3Hast aHAMHE3, XapaKTep U CPOKHU JICUCHHUS (COMOCTABIISIS MX
C I3MEHEHUSIMU PEHTTEHOJIOTTIECKON KAPTHUHBI), YHaCTBYS
B MYJBTHUCIATUTMHAPHOM KOHCHITIYME.

Brigenenne pa3HbIX KOMIBIOTEpHO-TOMOTpadude-
cKkuX (peHOTHTIOB (hHOPO3UPYIOIIETO CApKOUI03a Opra-
HOB JIBIXaHUSI UMEET 3HaYeHHE NIl OIEHKH IPOTHO3a
TEUEHUS CapKOMI03a U BHIOOPA TAKTUKH BECHUS ITUX
OOJBHBIX (Ha3HAYCHUE TITIOKOKOPTHKOCTEPOUTHOMN, aHTH-
(hnOpoTHUIECKOH TepamuH, TOCTAHOBKA B JIUCT OXKUAIAHHS
TPaHCIJIAHTALINH JIETKUX).

Taxoxe nMeeT 00JTBITIOE 3HAUCHHE OIICHKA (haKTOPOB,
CITOCOOCTBYIOIINX TPOTPECCUPOBAHUIO (PUOPO3UPYIO-
IIeTo Tporiecca: MPOBEACHNE MPOTUBOTYOEPKyIe3HOM
TEpanuy u3-3a HEeMPABMIIBHOTO HAYaIbHOTO JTHArHO3a,

www.microcirc.ru
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Puc. 12. Bonbnast H., 55 1., rucronornvecku BepuduimupoBaHubiii pudpo3upyroumii capkouno3, Tui E: a, 6 — BoipakeHHast
BHYTPHUTIPYIHAs TUM(aJCHONATHS; 6, 2 — COTOBOE JIETKOE», YBEINUCHHbIC BHY TPUIPY/IHbIC TUM(paTHYCCKUE y3IIbl;
0, e — 3HaYUTEIbHbIC JIOKAJIbHbIC HAPYILICHHSI KDOBOTOKA B IPHKOPHEBOM OT/IENC

Fig. 12. Female patient N., 55 years old, histologically verified fibrosing sarcoidosis, type E: a, 6 — severe intrathoracic lymphadenopathy;
6, 2— «honeycomb lungy, enlarged intrathoracic lymph nodes; o, e — significant local disturbances of blood flow in the hilar area

MPUCOCIMHEHNE BUPYCHOH HMHGEKIHH (B TOM YHUCIE
COVID-19, xotopas HeOIaronpusATHO NpOTEKana y mna-
LIUEHTOB C (UOPO3UPYIOIIEM CAPKOHI030M ), KOMOPOH/I-
HOCTb, CHCTEMHOE TIOpa)KEHHE MPH CAPKOUI03€, KOTOPOE
MPUBOJMIIO K BO3HUKHOBEHHUIO OTEKa JIETOUYHOW TKaHU
C TmocleaynmM ee GuOpo3upoBaHUEM, Ha3HAYCHUE
IperaparoB, ClOCOOCTBYIOIIMX HapacTaHuo (Gudpo3a.

Hcnonp3oBaHne pa3mUyuHBIX JIyYEBBIX MOJAIBHO-
creit (nepdysuonnas cuunturpadus, ODIKT, KT,
KT-anruorpadus) mo3BoisieT He TONBKO OLCHUTH aHa-
TOMHUYECKUe M3MeHeHHs (Tuil (udpo3a, CKOPOCTh €ro
HapacTaHusl), HO U HAIMYHUE / BBIPAXKEHHOCTh HAPYILICHHUS
KpOBOOOpaIlleHHsI, CBSI3aHHbIE KaK ¢ CUCTEMHBIMH IO~
paxenuem (TOJIA), Tak U ¢ HapylIeHHEM KPOBOTOKA,
CBSI3aHHBIX ¢ (PUOpo30oM (TIepPy3uOHHBIE HAPYILICHHS).
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