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Pe3iome

Bsedenue. Iuddy3HbII KOXKHBIN CUCTEMHBIN CKJIEPO3 — MYJIBTUCUCTEMHOE 3a00JIeBaHNE COSTMHUTEIbHOM TKAaH!, XapaKTepr3yIoIIeecst
CHUMMETPUYHBIM YIUIOTHEHUEM KOKHU U TTOIKOXHOM KJIeTYaTKM, coueTatoleecs: ¢ GuOpOo3HBIMU U IeTeHepaTUBHBIMU U3MEHEHUSTMU
CHUHOBUAJIEHOI 000JIOUKH CYCTABOB, IUTUTATBHBIX apTePUil U BHYTPEHHUX OPraHoOB (MTHUIIeBOIA, KMUIIIETHUKA, CepIIIIa, JIETKUX, TTOYeK).
B xavecTBe K1104eBOro (hakTopa CMCTEMHOM CKJIePOIEPMUU BBICTYITaeT HApYIIEHUEe MUKPOILIMPKYJISILIK, OXBaThIBAIOILEe BECh OPraHU3M
Ha IJ106aIbHOM YpOBHe. [laHHOE OTKJIOHEHHE ITPOMCXOIMT U3-3a YPEe3MEPHOT0O CHTE3a aHTUTE B COYETAHUY C MHTEHCUBHBIMU PEaKIIMSIMU
KJETOYHOTO UMMYHUTETA, YTO MPUBOAUT K CYIIIECTBEHHOMY MOBPEXKACHUIO SHIOTEJIMS COCYJI0B — OCHOBOMOJIAraloleMy 3Tamy pa3BUTHSI
natosioruu. [oBpexaeHre MUKPOLIMPKYISITOPHOTO pycjia MPoBOLPYeT hOpMUPOBaHKE MUKPOTPOMOOB BCIICACTBHE YCUIICHHOI TPOMOO-
TUYECKOM aKTUBALIMHU U pa3pacTaHUsl BHYTPEHHEN 00010YKM (MHTUMBbI) MEJIKMX apTEPUIi, YTO BbI3BIBAET CY3KEHUE COCYIOB M BO3HMKHOBEHUE
JIOKAJIbHBIX TUIIOKCUYECKUX COCTOSIHMIA. B MOJIroCcpouHOii MepCIieKTUBE 3TO BIICYET 3a COOO0I XPOHUUYECKY O HEIOCTATOYHOCTh KPOBOCHA0-
JKEHMSI IIOPaKeHHBIX OpraHoB. OTMeYaeTcst TEHAEHLMS K POCTY 3a00J1€BaHMI COeIMHUTEIBHOM TKAHU, BKJII0Yast CKJepoaepMuio. Tax,
B Poccuiickoit @enepariyy B 2021 I. YMCII0 3aperUCTPpUPOBAHHBIX CIIy4aeB 3a00JIeBaHUSI CPEIU B3POCIIBIX COCTaBIIIO 17 667,7 ThIC. YEIOBEK,
YTO ABJISIETCS yBeIMUeHHeM 110 cpaBHeHMIo ¢ 2020 1., korma ux 6b110 17 360,5 ThIC. YenoBek. B 2022 r. maHHOe 41cjI0 BO3pocio 10 18 864,1 Thic.
yesioBeK. [lepBuuyHas 3a601eBaeMOCTb CUCTEMHOI CKJlepoaepMueit y neteii coctanisier 0,27 Ha 1 MUJIJIMOH AETCKOTO HaceJeHU s
B ror. Cpenu GOTBHBIX CUCTEMHOI CKIlepoiepMueit 1oJ1st neteit mutaaiie 10 et He peBbimaeT 2%, a cpenu Beex 3a00JIeBIINX B BO3pacTe
ot 10 10 20 net kone6netcs ot 1,2% no 9%. CpenHuii Bo3pact nebrota 3a601eBaHUs cOCTaBIsIeT 8,1 rofa, MK 3a00J1eBaeMOCTH HAOTIOIAeTCS
B iepyion oT 10 10 16 j1eT. BoIBIIMHCTBO 3a00JICBIIINX COCTABIISIOT IEBOYKH, COOTHOLICHHE C MaJIBAMKaMU cocTaBsieT 4:1.

1leav pabomor. IpencTaBUTh KIMHUYECKUI CITydYail cMelIaHHON (hOpMbI CUCTEMHOI CKJIEPOIEPMUM Y TIOAPOCTKa 16 JeT.
Mamepuanvt u memodsi. [Taninentka P., 2008 rona poxaeHust, B utoHe 2024 r. o6cnenosaHa B TAY3 «OIKb». [1pu obcnenoBanuu
pebeHKa MPUMEHSIJICSI KIMHUKO-TeHeaJoTuyeckuii MeTon, GyHKIMOHAIbHbIE METOABI UCCAEA0BaHUS (YIbTPa3ByKOBOE UCCIe-
IOBaHUE OPTaHOB OPIOIIHOM MOJOCTU 1 3a0PIOLIMHHOIO IPOCTPAHCTBA, 9XOKAPAUOCKOIUs + goreporpadusi, KOMIbIOTepHast
ToMorpadust OpraHoB rPyAHOM KJIETKH, 330()aroracTpoayoaeHOCKOI M), KINHUYECKOe U OMOXMMUUYECKOE UCCIeI0BaHe KPOBH,
ENA-npoduib — HaGOp TECTOB, MO3BOJISIOIINX BhISIBIATH ClIeLIU(PUUECKIE ayTOaHTUTE 1A, HallpaBJIeHHbIe HA pa3IMYHbIe OEIKHI
U puOOHYKJIeOonpoTenHH B siape kKieTku (RNP/Sm, Scl-70, AH®); koaryjnorpamMmma — ak THBUPOBaHHOE YaCTUUHOE (TTapiirajbHOE)
TPOMOOIIJIACTHHOBOE BPEMSI, IIPOLIEHT ITpoTpoMOunHa 1o KBuky, depputuH.

3axnouenue. CUCTEMHAasI CKJIEPOIECPMUS y IeTEH TTpeCTaBIIsIeT COO0M CIIOKHOE M TTOJIMCHCTEMHOE 3a00JIeBaHUE, TpeOyIoliee TIIy0oKoro
TMMIOHUMAaHHUS €T0 TTaTOreHe3a, KIMHUYECKUX MMPOSIBJICHU I U TTOAXO0M0B K JiedueHW 0. Ha ceromHS AN IeHb aKTyaTbHOCTb ITPOOJIeMbI
TTONTBEPKIaeTCs YBEIMISHEM 3a60JIeBaeMOCTH KaK CPEIU B3POCIIOTO, TaK U CPENlM IETCKOTO HAaceeHU .
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Jns mutupoBanus: MutycoBa A. C., bukmetoB T. U., 3opun U. B. Knunuueckuii ciyyaii CHCTEMHOM CKJIEpOIEPMUU: MUHTErpa-
LM A€PMATOJOTMYECKUX, MYJIbMOHOJOTMUYECKUX U TaCTPOIHTEPOJOrnYecKrX acnekToB. Jleuamumii Bpau. 2025; 11 (28): 110-114.
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Abstract

Background. Diffuse cutaneous systemic sclerosis is a multisystem disease of connective tissue characterized by symmetrical thickening
of the skin and subcutaneous tissue, combined with fibrous and degenerative changes in the synovial membrane of joints, digital arteries
and internal organs (esophagus, intestines, heart, lungs, kidneys). The key factor in systemic scleroderma is a violation of microcircula-
tion, covering the entire body on a global level. This deviation occurs due to excessive synthesis of antibodies in combination with intense
reactions of cellular immunity, which leads to significant damage to the vascular endothelium, a fundamental stage in the development
of pathology. Damage to the microcirculatory bed provokes the formation of microthrombi due to increased thrombotic activation and
proliferation of the inner lining (intima) of small arteries, which causes vasoconstriction and the occurrence of local hypoxic conditions.
In the long term, this leads to chronic insufficiency of blood supply to the affected organs. There is a tendency towards an increase in
connective tissue diseases, including scleroderma. Thus, in the Russian Federation in 2021, the number of reported cases among adults
amounted to 17,667.7 thousand people, which is an increase compared to 2020, when there were 17,360.5 thousand people. In 2022, this
number increased to 18,864.1 thousand people. The primary incidence of systemic scleroderma in children is 0.27 per 1 million children
per year. Among patients with systemic scleroderma, the proportion of children under the age of 10 does not exceed 2%, and among all
patients aged 10 to 20 years varies from 1.2% to 9%. The average age of morbidity is 8.1 years, the peak of the disease is observed in the
period from 10 to 16 years. Among the cases, girls account for a significantly higher number, the ratio with boys is 4:1.

Objective. The aim of the study was to present a clinical case of mixed systemic scleroderma in a 16-year-old teenager. Materials and
methods. Patient R., born in 2008, was examined in June 2024 at the State Autonomous Healthcare Institution Regional Children's
Clinical Hospital.

The child was examined using the clinical and genealogical method, functional research methods (ultrasound examination of the abdomi-
nal cavity and retroperitoneal space, ECHO-CS + Doppler, CT of the chest, EGDS), clinical and biochemical blood tests, ENA profile:
RNP/Sm, Scl-70, ANF; coagulogram: APTT (APTT), the percentage of prothrombin by Quick, ferritin.

Conclusion. Systemic scleroderma in children is a complex and polysystemic disease that requires a deep understanding of its pathogenesis,
clinical manifestations, and treatment approaches. To date, the urgency of the problem is confirmed by an increase in morbidity among
both adults and children.
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syndrome, children, clinical case, pulse therapy, genetically engineered biological drugs
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uctemHas ckiaepoaepmus (CCI) — onHo u3 Haubosee
Cepbe3HbIX peBMAaTUUYECKUX 3a00JeBaHMii y neteit [1],
MPUYHUHBI KOTOPOTO OCTal0TCs HeICHBIMU. CyIlecTByeT
MHEHHUE, YTO OHO Pa3BUBAETCS MO AeCTBUEM HEKOTO-

(MHTUMBI) MEJIKUX apTEPUIi, UTO BBI3BIBAET CYKEHUE COCYI0B
1 BO3HMKHOBEHUE JTIOKAJbHBIX TUTTOKCUYECKUX COCTOSITHUIA.
B nonrocpo4Hoii mepcrneKTUBE 3TO BICYET 3a COOON XpOHU-
YeCKYI0 HeTOCTATOYHOCTh KPOBOCHAOXKEHM ST TTOPaKeHHbIX

PbIX 9K30T€HHBIX (hpaKTOPOB Yy JI0eH C ONpeneIeHHbBIMU reHe-
TUYECKMMU MpenpacrnoioxkeHHocTsIMU. K ak30reHHBIM (haKTO-
paM, KOTOpbIE MOTYT CITOCOOCTBOBAaTh BO3HUKHOBeHU10 CCJI,
OTHOCSIT PETPOBUPYCHI, 0COOEHHO IIUTOMETraJOBUPYCHI, a TAKXKeE
KBapleBYIO U YTOJbHYIO MbIJIb, OPTaHNYECKNE PACTBOPUTEIH,
BUHUJIXJIOPUI U HEKOTOPBIE MENMKAMEHTHI, BKJIIOUa st OJIeOMU-
LIWH U IPyTHe TIpernaparsl, UCIIOIb3yeMble ITPU XUMUOTEPATTU .
KiroueBsim pakTopom CCJ] BeicTyNaeT HapyLIEHUE MUKPOLIUP-
KyJs1MU, OXBaTbIBalolllee BeCh OpraHu3M. JlaHHOe OTKJIOHEHUE
MPOUCXOAUT U3-32 YPE3MEPHOI'O CUHTE3a aHTUTEJ B cOUeTa-
HUU C MHTEHCUBHBIMU PEAKIUSIMU KJIETOUYHOTO UMMYHUTETA,
YTO MPUBOAUT K CYyLIIECTBEHHOMY MOBPEXIEHUIO SHAOTEIU S
COCYZI0OB — OCHOBOIIOJIaTalolIEMY 3Tany pa3BUTHSI MAaTOJIOTUU.
TloBpexaeHre MUKPOLIUPKYISITOPHOTO pyca MPOBOLUPYET
dopMupoBaHue MUKPOTPOMOOB BCIEACTBUE YCUIEHHOM TPOM-
0OTMYECKOI aKTUBALIMU U pa3pacTaHUs BHYTPEHHEH 000I0YKH
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opraHos [2].

OTMevaeTcsl TEeHAECHIIMS K POCTY 3a00JeBaHUSIMU COETUHM-
TeJbHOM TKaHU, BKJIo4as ckiepoaepMmulo. Tak, B Poccuiickoii
Denepanuu B 2021 Toay YMCI0 3apeTUCTPUPOBAHHBIX CIy4YaeB
3a00JIeBaHUS CPEeaU B3POCIBIX cOCTaBUIO 17 667,7 ThIC. 4e10-
BEK, UTO BJISIETCS yBEJIUUYCHUEM IT0 cpaBHeHMIO ¢ 2020 romom,
Koraa ux 6s11017 360,5 Thic. yenoBek. B 2022 roqy naHHOE YKCIIO
Bo3pociio 1o 18 864,1 Teic. yenoBex [3]. [lepBuuHast 3a6oeBa-
emocTb CCJl y nereii coctaBiusiet 0,27 Ha 1 MUJIIMOH AETCKOTO
HacejieHus B ron. Cpenu 6onbHbix CCJI noJist neteit B Bo3pacTe
1o 10 net He nipeBbiaet 2%, a cpean Bcex 3a00JIeBIINX B BO3pac-
te oT 10 mo 20 et Bapwsupyet ot 1,2% no 9%. CpenHuii Bo3pact
nebioTa 3ab0oseBaHus cocTaBiiseT 8,1 JieT, MUK 3a00aeBaHUS
HaGaromaercsa Ha mepuon oT 10 1o 16 ner. BoabmuHCTBO 3a60-
JICBIIIUX COCTABJSIIOT 1€BOYKHU, COOTHOIIIEHUE C MaJIbYMKaAMU
cocrasnser 4:1 [1, 4].

111



IMarorene3 CCJI mpencrTasisieT co00i CTOXXHOE B3aMO/ICTi-
CTBUE Pa3INIHBIX (PAKTOPOB, CPeIH KOTOPHIX BAXKHEUIITYIO POJIb
UTPAOT aKTUBALIMSI UMMYHHOU CUCTEMBbI, TTOBPEXICHUE SHI0-
TEJIUsI KPOBEHOCHBIX COCYIOB U TTOBBILICHHASI CHHTETUYCCKast
aKTUBHOCTh (puOpob6iacToB. CTeneHb BIPAaXKEHHOCTU KaXKJ10TO
13 3TUX MATOTeHeTMYeCKNX (haKTOPOB MOXET BapbUPOBATh y pa3-
HBIX MAIMEHTOB [5].

B Hacrosiiee Bpems BbLACASIOT TpU KInHU4Yeckue popmbl CCJI
y nereit: Auddy3HY0 U JIMMUTUPOBAHHYO KOXHYIO CKJIepOaep-
MMUI0, IepeKkpecTHbIe hopMbl (overlap). [Tpu nuddy3Hoit KoxxHOI
CKJIEPOAEPMUM OTMEUYAETCS OBICTPOE M OOIIMPHOE YIIJIOTHEHUE
KOXXHBIX TOKPOBOB, KOTOPOE COMPOBOX/1a€TCSI BOBJICUEHUEM BHY-
TPEHHUX OPTaHOB (JIeTKue, Cepale U MoYKHU). JIuMUTUpoBaHHas
KoxHas ckiaeponepmus (Bkiaovawomas CREST-cuanpom
B Ka4eCTBE OJHOTO U3 BApMAHTOB) ITPOSIBJISIETCS OTPAaHUUYCHHBIM
U TIOCTETICHHO IMTPOTPECCUPYIOINM YIJIOTHEHUEM KOXHU B 00J1a-
CTH TUCTAJILHBIX OTIEI0B KOHEYHOCTEW, KOTOPOE MOXET OBITh
CBSI3aHO C TTOpakeHNeM JIETKUX, JIeTOYHOM TUTIepTeH3Uuel NI
MaJsibabcopOuueit. [lepekpecTHble GOPMBI XapaKTepU3yoTCs
coyeTaHMeM Y IallMeHTa IBYyX CAMOCTOSITeIbHBIX 3a00JIeBaHU,
TunuyHo coyetanue CCJl ¢ npyrumMu CUCTEMHBIMHU 3a00JieBa-
HUSIMU COCAMHUTENbHOI TKAaHU (CUCTEMHAs KpacHasl BOT4YaHKa,
NepMaTOMMO3UT U ap.) [1, 5].

B Hauae pasputusg CCJ orMeuaeTcss [MHAMUYHOE (hopMU-
poBaHUE XapaKTEPHBIX KIMHUUECKUX CUMIITOMOB C BBICOKO
MMMYHOJIOTUYECKON peaKTUBHOCTHIO M OTIMYUTEIbHBIMU U3ME-
HEHUSIMHU COCYIUCTOM cucTeMbl. HauabHBIC cTalWy TTaTOJIOT U
001a7aI0T 0O0PAaTUMOCTHIO, UTO AenacT paHHMi 3Tann CCJI Kitto-
YeBBIM (DAKTOPOM JIJIST YCTICHTHOTO ITPUMEHEHUSI COBPEMEHHBIX
TepamneBTUYECKUX cTpareruit. P @GekTuBHOCTb HOBEHIIUX dap-
MaKOJIOTUYECKUX METOIOB JIeUeHM T 0COOCHHO BBICOKA B HaUaJIb-
HOM Iepuoje 3abosieBaHU S Oaroaaps LejeHanpaBIeHHOCTU
U pe3yJbTaTMBHOCTH MOAXON0B B 3TOi1 dase [6, 7].

Lenbto naHHOI pa®oThl OBLIIO ONMKCATh KIMHUYECKU I caydaii
CCI.

IManuentka O., 2008 roga poxaeHusi, oocneqosaHa B [ocy-
MapCTBEHHOM aBTOHOMHOM YUPeXJAeHUU 31 PaBOOXPAHEHU ST
«ObmacTHasg meTckas KimHudeckas 6onpHua» (FAY3 OAKB)
B ntoHe 2024 r. ¢ nnartHo3oM: «CucteMHas CKJIEpPOICPMUSI, CMe-
maHHas popMa (C mopaxeHneM KOXHU, TUIIEBAPUTEIBHOTO TpaK-
Ta, TIopakeHUeM JIETKUX, cuHIpoMoM Peitno, AH®+, Scl 70+,
Rnp/Sm+/CREST-cunnpowm). [lomocTpoe TeueHne, BEICOKAsI
CTEeIeHb aKTUBHOCTI».

ConyrcTByomuii auario3s: «Cyxasi raHrpeHa qMCTaJlbHOMi
(ananru TpeThero nanplia geBoit KucTu. HacnenctseHHas Tpom-
6odunus. KenesoneduiuTHas aHEM U JIETKOM CTETIEHU TSKECTH,
TUIIOXPOMHAsI, PereHepaTopHasi, MUKpoLUuTapHast. XpOHUYeCKU i
racTpOIyONEeHUT, He acCCOLIMUPOBaHHBIN ¢ Helicobacter pylori.
Pedniokc-330dharut. OTCYyTCTBUE COKPATUMOCTH B TPYAHOM OTIE-
ne munieBona (3.0 mo Ymkarckoii Kiaaccudukamnu). BropuaHblit
ocTeornopo3. JIByCTOPOHHM I CUHAPOM CYXOTO TJIa3ar.

KamoOsl Tpu MOCTYIIEHUW: HA TEMHO-0arpOBBIi IIBET KOXU
NUCTATBLHON (pajaHTH TPEThETO Majblla MPaBoOi KMUCTH, TIOXOJIO-
NIaHue U MobesleHre KUCTEH U CTOT, OTpaHWYeHMe TIOABUKHOCTH
B IMaJIbIIaX PYK, TOJEHOCTOIMHBIX U JTy4e3amsICTHBIX CycTaBax,
TUTIEPEMUIO, HapyIlleHHUe LIEJIOCTHOCTH KOXU 1 IMTOIKOXKHOM KJIeT-
YaTKH KOHLEBOH (halaHTU BTOPOTo Majibla MpaBoil KUCTH.

W3 anamHe3a: 1eBoYKa OT IepBOii OepeMeHHOCTHU, ITPOTe-
KaBlIeil Ha ()OHE aHEMU U U XPOHUYECKOM BHYTPUYTPOOHOI
ruroxkcuu mniaona. Ponsl mepBbie, CaMOCTOSITEIbHBIE, B CPOK.
Bec nmpu poxknenuu — 2840 r, niiuHa — 48 cM. 3akpuyalia cpasy.
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Ha rpyaHom BckapMIMBaHUU 10 6 MecsileB (Y MaMbl arajlakTHs).
[MpodunakTuveckre MpUBUBKU — TI0 KaJeHaaplo, 63 maTox0-
TUUYECKUX PeaKIuii.

JleGtoT 3ab0sieBaHust mpou3soiies B 2016 ., Koria BliepBbie OTMe-
TUJIa IOCUHEHUeE TTajiblieB pyK Ha xoyiofe. He ob6¢ciemnoBaacs,
JleyeHue He rostydasa. [1o Mepe mporpeccupoBaHust 3a001eBaHU st
cTaJjla OTMeYaTh MOX0JIOJaHe KOHEYHOCTEe! (KUCTe! 1 cToI),
COIMPOBOXAAIOUIAECS CUHIOIIHBIM OTTEHKOM KOXH.

B 2018 r. koHCYIbTHPOBaHA NEAUATPOM B ApDMEHU U, YCTAHOBJIEH
n1arHo3 «cuHapoM PeliHo». PekoMeH10BaH KOHTPAaCTHBIN Ay1II,
MeIMKaMeHTO3Hasl Tepanusi He Ha3Havyajuach, 1oodcieaoBaHue
He nnpoBoauiock. C 2020 r. craja oTMe4yaTh MOSIBJIEHUE 3B
Ha KOHYMKaX MaJblieB U HaJ JIOKTeBBIMU cycTaBamu. [locie
3aXXUBJIEHU ST OCTABAJIUCH PYOIIbl. TaKXKe pOAUTETN OTMETUIIN
U3MEHeHUe YepT Iniia (YTOHUYeHUe I'y0, 3a0CTpeH e ToA00pOIKa),
TOSTBUJIOCH OTpaHUYeHNEe TIPU OTKPBIBAHUY PTa.

B 2021 r. npoxonuia amOysiaTopHOe 00C/ieIOBaHUE Y PEBMATO-
Jiora B ApMeHuH. JIabopaTOpHO BEISIBJIeHAa UMMYHOJIOTHYeCcKast
aKTUBHOCTB: aHTUHYKJIeapHbIii hakTop (AHD), Anti-RNS-Sm
1 Anti-Scl 70 nonoxuTteanbie, aHturtena (AT) K 1BycniupaibHOMI
JIHK — 3HaueHMe B cepoii 30He. YCTAaHOBJIEH IMarHO3 «CKJIEPO-
NEPMUST».

IIpu nocTynaeHUu B yHUBEPCUTETCKYIO IETCKYIO KJIMHUYE-
CKYI0 00JIbHUILY (peiepajibHOrO rocy1apCTBEHHOIO aBTOHOM-
HOTO 00pa30BaTEIbHOTO YUPEKIEHU ST BHICIIIETO 00pa30BaHM I
(YAKDB ®TAOY BO) «I1epBbiit MOCKOBCKMI TOCyIapCTBEHHBIM
MenunuHcKui yHusepcuteT uM. M. M. CeuenoBa» MuH3npasa
Poccum B ceHTs16pe 2021 1. cocTOSTHUE OBIIO TSIXKEIBIM 3a CUeT
MIPOSIBJIEHU I OCHOBHOTO 3a00JIeBaHUST: TUTIOMUMU ST, HAPYIIIEHO
OTKpPBIBaHUE PTA, TYObI UCTOHYEHBI, BBIpaXKeHHast MUKPOTHATHUS;
TeJIeaHTUIKTA3U U1 Ha KOXKe CITMHBI; HaJl TPaBbIM JIOKTEBBIM CYyCTa-
BOM — KaJIBIIMHAT C IeprOKaJIbHON BOCITAIMTEIbHOM peaKIInei,
pyOUYMKHU BOKPYT JIEBOTO JIOKTEBOTO CycTaBa, Ha MoAyeyKax
MaJIbLeB PYK, CXOIHbIE U3MEHEHU I Ha cTorax. OTMeyaanch KOH-
TPaKTYpPbl KPYMHBIX U MEJIKMX CYCTAaBOB KOHEYHOCTEH, a TaKXKe
CYCTaBOB LIEHHOTO OT/eJa MO3BOHOYHMKA, OTPAHUYEHUE HAKJIO-
HOB, copMUpPOBaHA KUCTh B BUAE TaK Ha3bIBAEMOI1 KOTTUCTOM
Janbl. MBI HA OIIYTb MIJIOTHBIE. Ham HUXHUMU oTaenaMu
JIETKUX IBIXaHUe ocllabiaeHo, XxputoB HeT. OTMeueHa 3aaepxKa
pocra (146 cm), BeIpaxkeHHbIH geuuuT Macchl Tena (37 Kr).

ENA-tipodunas: RNP/Sm — comHUTenbHBIN; Scl-70 —
pe3ko nonoxutenabHbiii; AHO® (HU®, Hep2) — 1:5120.
JIlnarHocTupoBaHa HacJaeACTBEHHAass TPOMOOMUINS C TOMO3U-
rotHeIMU MyTanusiMu MTRR (66A > G), FGB (-455 G > A), ITGA2
(807 C > T), rerepo3urotHbiM myTtauussmu MTHFR (1298 A > C),
MTR (2756 A > G).

ITo naHHbBIM criporpaduy BbisiBJIeHa pECTPUKIIUS U 00paTu-
Masi Jlerkast 06CTpyKIL sl GPOHXOB.

Ilo nanHBIM yabTpa3ByKoBoro ucciaenoBanus (Y3M) ysenuue-
HBI pa3Mephbl CeJIe3eHKU, YCUIIEH COCYANUCThII PUCYHOK TIeUeHHU,
oOHapykeHa Me3eHTepuaibHas TuMbaneHonaTus.

IIpokoHCYyTBTHPOBaHA FACTPOIHTEPOIOTOM C TMATHO30M «3PO-
3UBHBIH pediokc-330darut. H. pylori-HeraTUBHBIN TacTpUT, 000-
CTpeHUe».

Taxum 06pa3oM, KITUHUYECKH Y IEBOYKH UMEET MECTO JIMMUTHU -
poBaHHas ¢popma CCJI. C yueTom KaJblLIMHATOB MOXXHO BepUdu-
uuposath cuHapoM Tubbsepxka — Beliccen6axa (CREST-cunnpom).
JInarHOCTUPOBaH TSKeNbIi neduut Butramunaa D (9 Hr/Mur).

HasnaueHo neuenue:

1) nynbe-tepanusg MeTUnpeaom ¢ mocaeayoLuM Mepexo-
IIOM Ha MepopabHblil MPpUeM MPEAHU30JI0HA, MyJIbC-Tepanus
LuxnodochaHoM ¢ MocieayOUINM IEPEX0I0M Ha CEJICKTUBHbI i
LIUTOCTaTUK;
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2) oMenpa3ol;

3) B cxeMy JIeYeHU ST BKJIIOYCHBI TIpeIapaThl, YIydIIaoniie
KpoBooOpalieHue (aampocTaaui, aMJIOTUIINH, aHTUKOATYJISTHT
SHOKCATIapWH HATPU S, XOJIeKaJIbIIu(epor).

[Mocne MeTMKaMeHTO3HOM Tepanuy TOSTBUIIACH TTOJIOKUTEIbHAS
IUHAMUKa: Ipubasuia B Bece 4 KT, KYITUPOBAaHBI apTPajruu,
YMEHBIIMJIMCh MHTEHCUBHOCTD MPOSIBJICHU cuHapoMa PeiiHo,
OrpaHUYEHUE MPU OTKPbIBAHUM PTa, PACIIUPUIICS OOBEM JIBUXKE-
HUI B JIyye3amnsCTHBIX, KOJIGHHBIX U Ta300€IPEHHbIX CyCTaBax,
KOXa cTajia cBeTJiee, pa3MATUMIach, YMEHBIIUJICS OJeCK.

B nexa6pe 2021 r. nosiBUIach AUTUTAIbHAS sI3Ba yKa3aTelb-
HOTO MaJjiblia KUCTH, TPOXOAMIa Kypc AKTOBETMHA C XOPOIIIUM
adekToM.

B deBpae 2022 1. ipu MOBTOPHOI IMIAHOBOI rOCITUTAIU3AIINHA
B YIKB ®I'AOY BO «IlepBbiit MOCKOBCKMI TOCYIapCTBEHHBIN
MeIUIMHCKUM yHuBepcuteT M. M. M. CeueHoBa» MuH31paBa
Poccuu Ha hoHe JiedeHmsT oTMeYaach MOJIOXKUTeIbHAS TMHAMUKA!
cranu 60Jiee peIKUMU SMTU30IBI ciHIpoMa PeiiHo, cokpaTuInch
pacnpoCcTpaHEHHOCTh U OOIIMPHOCTh YYaCTKOB IPEHEKPO30B
B 00JIaCTH CTOIT M KOHLIEBBIX (haJIaHT KHUCTEM, TTOSIBJIEHU I HOBBIX
IUTUTAJILHBIX 513B HE 0OTMeyanoch. [10JHOCThIO BOCCTAHOBUJICS
00beM IBUXKEHU I B KOJIEHHBIX U YBEJIUYUJICS B JIyUe3amsCTHBIX
1 Ta300€IPEHHBIX CyCTaBaX, a TAaK>Ke B MEJIKMX CycTaBaX KUCTEH,
YMEHBIIUJIACh CTETIEHb OrPaHUYEHU S TIPY OTKpbIBaHUM pTa. Koxa
cTajia cBeTyIee, pa3MsTUYMIach, yMEHbIIUICS 01ecK. OTMevaloTCs
MHOXECTBEHHBIC pyOIIbl Ha KOHUYMKaX MaibleB. [1o pe3yirbraTram
JTabopaTOPHBIX UCCCAOBAHUI CHU3MIACh UMMYHOJIOTHYECKasT
akTuBHOCTH (RNP/Sm — orpunarenbnsie, Scl-70 coxpaHsics
PE3KO TTOJIOKUTEIBHBIM), TT0 TAHHBIM 330(haroracTponyoneHOCKO-
nuu (BTIC) yMeHbIIMIIOCHh MOpaKeH e MuieBoaa co cternenu C
IO CTeNEeHU A Mo JIoc-aHXeJlecCKoi kyaccudukauuu (3po3uu
eIMHUYIHBIE, MEJTKNE).

B mae 2022 r. B 061aCTU KOH1IEBOM (hajlaHT' ¥ BTOPOIo MaJjibla
JIEBOI KUCTHU B 30HE HOI'TEBOT'O JIOXKAa HAPOCJIU TUTIEPEMUSI, OTEK,
MepUOANYECKHU MYIbCUpYIOLIasi 00Jb U TUTIEPEMUs, KOTOpas Mpu-
oOpeJia CUHIOLIHBIN OTTEHOK. K Bpauy He oOpalaiucek.

B mione 2022 1. B YIKB ®T'AOY BO «IlepBbiit MocKOBCKMit
rocynapCcTBEHHBIN MeAULIMHCKUI YHUBepcuTeT uM. M. M. Ce-
yeHoBa» MuH3npasa Poccuu npu o6cienoBaHUM 0OHAPYKMJIOCH
yYBeJIMUYEHUE CKOPOCTH ocenaHu s spuTpounutos (COD) mo 31 MM/,
1o pe3ynbratam DIJIC BBISIBICHBI 9pO3UBHBIN pedioKkc-330(ha-
TUT U TACTPUT, KapIUsI CMbIKaJach He MOJTHOCTHIO, OTMEUYaJIoCh
npojadupoBaHUe CAUZUCTON 000JOUKH KapArUaIbHOIO OTAea
KeJTyaKa B HUKHIOIO TPETh IMUIIEBO/A.

[Ipr KOMITBIOTEPHOI TOMOTpachrK OPTaHOB I'PYIAHOI KIETKHU
(KT OI'K) Bu3yanu3upoBaHa KapTuHa OpOHXOOPOHXMOJUTA
U CeTMEHTapHbIe OPOHX03KTa3bl (MHTEPCTULIMAbHOE MOpaXkeHne
JIETKMX).

B ¢Bs13u ¢ HegocTaTOUHBIM 3 (HEKTOM ITPOBOIMMOIO Jeye-
HU S OBIJ MPOBEAEH KOHCUJIMYM, PEIIEHO YCUJIUTDH TEPATIU IO
3a CUeT MPUCOCAMHEHU I TeHHO-UHXEHEPHOT'0 OMOJIOTUIECKOTO
npemnapaTta puTyKcumMaba, XapaKTepHu3yIOIIerocss CHHTeTUYe-
CKMMU TeHHO-NHXEeHEPHBIMU XMMEPHBIMU MOHOKJIOHAJIBHBIMU
AT, obrmamamomuMu crienndUIHOCThIO K aHTuTreHy CD?20.
Ha done mpoBoanmoii Tepanuu HabI0AaIaCh TTOJIOXUTETbHAS
IMHAMWKa — KOHEUHOCTH TeIIbIe Ha OIIYTIh, HOBBIX HEKPO30B
HeT. [Tocie BEIMUCKY Tepanus TpoaoJIKeHa.

Bo BpeMs niaHoBoii rocnutanusanyu B YKB ®TAOY BO
«[lepBblit MOCKOBCKMIA TOCYIapCTBEHHBIM MEAULIMHCKUIA YHU-
BepcuteT uM. M. M. CeueHoBa» Mun3apasa Poccuu B HOs16pe
2023 r. npu npoBeaeHuu KT OI'K BoisiBaeHbI Tpu3Haku Audy3-
HBIX Y JIOKQJIbHBIX TPOSIBJICHU I (hUOPO30MOJ0OHOTO XapakTepa
B JIETKMX ¢ OPOHXO3KTa3aMM Ha OTACIbHBIX y4acTKaX OpOHXHU-
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aJbHOTO JIepeBa, BO3HUKJIY IMOIO3PEHUS HA MHTEPCTUIINATb-
HOE MOopazkeHMe JIETKUX (110 TUITY MANOTaTUYeCcKoro ¢hpuoposa).
Ha peHTreHorpamMmmMe BTOPOTO Tajiblia JIEBOM KMCTH — OCTEOIe-
CTPYKTUBHBIC U3MCHEHU S CpeIHEe U IUCTATbHOM (DaJlaHT.

ITpu o6¢cnenoBanuu B OJIKbB B ntone 2024 r.: poct — 146 cMm
(nepBblii KOpUA0P), Macca Tesaa — 37 Kr (4eTBEPThIii KOPUAOD).
dusndeckoe pa3BUTHE C OTKJIOHEHUEM — HU3KMIT pocT. MHIeKke
Macchl Teqa — 17,2 kr/m2. TIpaBHIIBHOTO TETOCTOKEHHSI, TOHH-
JKeHHOro nuTtaHus. KoxHbie MOKpOBbI 0J1€IHO-PO30BbIE, YUCTHIE,
cyxoBaThle. BusyanusupyeTcs cyxas raHrpeHa IucTalbHOM
¢damaHT TpeThEro InaJiblia JeBOU pyKH, OKOJIO 2 CM B IJIMHY,
0e30o0Jie3HeHHass. OTMevaeTcs MJIOTHOCTh KOXMU ITpearied it
U KUCTEH, CTOI, TOJICHEH. YKOpOUYeHMe KOHIIEBBIX (halaHT Majib-
1IeB PYK, YTOJIIIIEHE HOTTEBBIX TJIACTUH, PYOIIbl HA KOHYMKAaX
BCEX IMMaJIbIIeB IPaBOil PYKH, a TAK3Ke IMEPBOTO U MSTOTO MajbleB
sieBoii. CTOITBI 6JIEIHO-PO30BEIE, C CYXMMM SI3BOYKAMU B 00J1aCTH
MSITOK, a TAKXKE B 00JIaCTH JIOKTeBBIX CyCTaBOB. PazBuTtue moma-
KOXXHO-KMPOBOTO CJI0ST citaboe.

KoctHo-cycTaBHas cucTeMa: CKIepoIaKTa s, KOHTPaKTy-
DBl ITaJIblIeB KUCTEH, pyKY B KyJaK MOJTHOCTBIO He coOMpaer,
yMEpEHHbIE KOHTPAKTYPbl JIy4Ye3amnsiICTHbIX U TOJJIEHOCTOITHbIX
cycTaBoB. TyrononBrMXXHOCTb B KpalitHMX IBUKEHU SIX KOJIEHHBIX
U OTpaHUYEHUE NBUXKEHU I Ta300€ApEHHBIX CYyCTaBOB. [lpyrue
MaJblbl PYK IIETYIIATCs, C TPEIIMHAMMU, IPOXJaTHbIC HA OILIYTIb.
Typrop HopMaabHBII. Bunumple CIM3UCTHIE OOBIYHOI OKPACKHU,
671emHO-po30BbIe. [10MKOXKHO-XKUPOBOIA CJION pa3BUT HEAOCTA-
TOUHO, pacIipeesicH paBHOMepHO. TOHBI cepalia pPUTMUYHEIE,
opanukapaus. [lanbnanus xkuBota 6€300Jie3HEHHAsT BO BCEX
OTHeNIaxX, HAITPSIXKEHU ST MBI JKUBOTA HET.

[MapakTnHUYEeCKUE UCCIeTOBAHUS:

OO6uIMii aHa M3 KPOBU: MUKPOLIMTapHasi aHEMU ST JIETKOM cTe-
TIEHU TSIKeCTH, HeH TPOMUIBHBII JIEHKOIIMTO3 CO CIIBUTOM BJIEBO,
TpoMOOLIMTO3, ycKopeHue COD.

Koarynorpamma: yBeanuyeHue ak TUBUPOBAHHOTO YacTU Y-
HOTO (maplyaabHOro) TPOMOOMJIACTUHOBOIO BpeMeHHU (41,9 ¢),
CHUKEHBI MPOLIEHT MpoTpoM6buHa 1mo Ksuky (58,2%) u ypoBeHb
depputuna (10,0 Hr/mi).

DnekTpokapauorpadusi: CAHyCOBBI PUTM C YaCTOTOMU cep-
NeYHBIX cokpameHuii 107-111 ya./MuH, yMepeHHast TaXUKapaus.
penoisipu3anus Mo HUXHEH CTeHKeE.

DXoKapaArOCKonus + gorieporpadusi: yIJIOTHEHB CTBOPKU
MUTpPaJbHOrO KJjlanaHa, peryprutauus (1,5+). TpukycnunanbHas
perypruranus. JlerouHas peryprutamus (+).

Koncynpramus odranbpmoriora: 6e3 MaTojJoruu.

HasznaueHa tepanus:

1) METUITIPEAHU30JIOH;

2) aHTUKOATYJISIHT puBapokcabaH;

3) UMMYHOJEIPECcCCaHTHl — TOPauUTUHUO, MUKOGEeHoIaTa
ModeTn;

4) mpemnapar, yay4Jiialinii KpoBoooOpalleHue, — aMJIOAUIIUH;

5) Xene3a rUAPOKCUI TTIOJTUMATbTO3aT;

6) KOppPeKTOp MeTA00IM3Ma KOCTHOM U XPSIIEBO TKAHU —
n6aaIpOHOBAsI KUCIIOTA;

7) Kanpuus KapooHat + xosekanbliudepod.

Ha doHe mpoBeneHHOI Tepanny oTMe4YeHa MOJOXKUTeTbHAS
MUHAMWKA: YBEJINIMBACTCSI aMIUIUTYIa IBUKEHU I B Tyde3a-
MISICTHBIX M TOJIGHOCTOITHBIX CyCTaBaX, HaOII01aeTCsl CHUXKEeHUe
BBIPa’KeHHOCTU KJIMHUUYECKHX MPOSIBIIEHU I cuHapoMa PeitHo.

OCOOGEHHOCTb KJIMHUYECKOIO ciy4yasi COCTOUT B COYETAHUU
HacjaeacTBeHHo# TpoMbodunnu ¢ CCJ ¢ ObICTPO MPOrpeccupyro-
LIMM MOPaXXeHNEM KOXHU, BOBJICUEHUEM XKeTYA0YHO-KHUIIIEYHOTO
TpakKTa, KOCTHO-CYCTaBHOIM CUCTEMBI, a TAKKE pa3BUTUEM UIHO-
MMaTUYECKOro JErouHoro ¢puoposa.
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C yuetoMm penkoit Berpedaemoct CCJIy neTeid, a Takke CJI0XKHO-
CThIO €€ TMarHOCTUKU JAHHbBIM KJIMHUYECKUI C/Tydyail pacliupsieT
3HAHM S Bpayell pa3HbIX CIIELIMaIbHOCTEHN B BOIIpOCaX peBMaTo-
Jioruu. CBoeBpeMeHHasi IMarHoCTHKa M paHHee HayaJlo JeUeH st
UTPaIOT KJIIOYEBYIO POJIb B CHUXKEHU U ITPOTPECCUPOBAHU S TTOpa-
JKEHU S COeAMHUTEIbHON TKAHU y IETel U MOAPOCTKOB.
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