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AnHotamms. Axmyanvrocme u yeau. Cuctemuas ckiepogepmust (CCI) — xpoHmueckoe
peBMarosiornieckoe 3a00JIeBaHNe COCAMHUTENFHON TKaHH ayTOMMMYHHOTO T€He3a, B OC-
HOBE TMATOT€HE3a KOTOPOTO JIEKAT XPOHUIECKUN BOCIAIUTENHHBIN IPOLIECC, BEIpaKEHHBIE
HapYIIECHUS] MUKPOIMPKYIISAIIH, Pa3BUTHE CHCTEMHOTO (HHOPO3HPOBAHUS; B Pa3BEPHYTOH
CTaIuu KIMHWYECKass KapTHHA WMEeT MOPAKEHHE KOXKH, CKEJIETHO-MBIIIEYHOT0, OMOPHO-
JIBUTATEIIFHOTO almapaTa M TPAaKTHYECKH BCEX BHYTPEHHUX OpraHoB. OUeHb Ba)KHBIM
mpeacTaBisercs (akT HEIOCTHOTO BOCTIPHSTHS CKIEPOACPMHH KaK OJHOTO M3 CHCTEMHBIX
3a00JIcBaHUN COCIMHUTEIBHON TKAHH, Y KOTOPOTO IPH OIPAaHUYCHHOCTH TEPAIECBTUYCCKO-
ro noTreHuuajla JEKapCTBEHHBIX CPEACTB MMECTCA TCHACHIUA K He6HaFOHpI/IHTHOMy npo-
THO3Y H3-32 OOJIBIION BEPOSTHOCTH HEOOPATHMOTO ITOPaKCHUsI BHYTPEHHUX opraHos. Llens
WCCIICIOBAHMS — aHAJIN3 MOJHCHHAPOMHOCTH ¥ TSDKECTH KimHMYeckuX nposisiieHuin CCJI,
HEOOXOJMMOCTH B TIATEIHHON KOMIUIEKCHOH OIEHKE CHMITOMOB M CHHIPOMOB, IIIHPOKOM
CIEKTpEe TUArHOCTUIECKUX MEPOTPHUIATHN W BaXKHOCTH CBOCBPEMEHHOTO HAa3HAYCHHS alleK-
BaTHOU Tepamuu. Mamepuansl u memoowl. IlpencraBieH pa300p KIMHAYECKOTO CITydas
(TmanpeHTKH B Bo3pacTe 74 JeT, HaxonuBIIelcs Ha edeHnn B utone 2019 r. B oTneneHnn
tepanuu Ne 1 Knuandeckoi 6ombHUIBI Ne 4 1. [Ten3ssl). Pe3yrvmamet. JIJaHHON ManueHTKe,
MMEIOIIEH THITUYHBIC IPU3HAKN CKIEPOJEPMHUUECKOTO MTOPAKEHUS KOXKH U BHYTPEHHUX Op-
TaHOB, JOCTOBEPHBIM IHAarHO3 CHCTEMHOTO 3a00JieBaHHMA COCAMHUTEIBHONW TKAaHU OBII
orpeJiesieH Ha dTane (pakTHYeCKH TOTaJIbHBIX, HEOOpPaTUMBIX TOpakeHHH. DPPEeKTUBHOCTD
TCpalru, HECCMOTPS Ha HE3HAYUTCIIbHYIO IMOJOKUTCIIbHYI0O ATUHAMUKY, 651na Kpaﬁﬂe HEO0-
CTaTOYHA, KYIMPOBAHKI SBJICHUS 3aCTOMHOIN MHEBMOHUH, HO MPAKTUYCCKU 0e3 U3MCHEHUI
COXPAHSUTHCh TIPU3HAKU TSDKENIOM CepACeYHON HEJOCTaTOYHOCTH, YTO MPEHOIpPEeIsio
KpaifHe cephe3HBIH MPOTHO3 HE TOJBKO JJIS BBHI3JOPOBIICHUS, HO U JUIS JKU3HU. Bvigoobl.
[Mo3muss u HecBoeBpeMeHHass auarHoctrka CCJl cBs3aHA C JIUTENBHBIM MHOTOJICTHUM
HaOJIOICHNEM U JICUeHHEM OOJFHOHN Pa3MYHBIMU y3KUMH CIICIaicTaMu. [IpuBeneHHbII
KIMHAYECKUHA CIy9aldl JeMOHCTPHPYET HEBBICOKYIO HMH()OPMHUPOBAHHOCTH Bpadeil mepBUY-
HOTO 3BEHA O KIMHUYECKOW KapTHHE CHCTEMHBIX pEeBMAaTONOTHYecKHX 3aboieBaHuii. Ham
MPECTaBIAETCS HEOOXOAUMBIM 00Jiee IUPOKOE BHEAPEHHE B KIIMHUYECKYIO PAKTHUKY AU-
AarHOCTUYECKHUX KPUTEPHEB 10 paHHEH NHATHOCTHKE, a TAKXKE Pa3BUTHE Y Bpada COCOOHO-
CTH CHCTEMHOT0 KOMIUJICKCHOTO aHaln3a JaHHBIX Kajlo0, aHaMHe3a M (DHU3UKaIHHOTO
0CMOTpAa MalEeHTOB.
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Abstract. Background. Systemic scleroderma (SSD), a chronic rheumatological disease of
connective tissue of autoimmune origin, the pathogenesis of which is based on a chronic in-
flammatory process, severe microcirculation disorders, the development of systemic fibro-
sis, has in the expanded stage of the clinical picture a lesion of the skin, musculoskeletal,
musculoskeletal system and almost all internal organs. It is very important that there is a
holistic perception of scleroderma as one of the systemic diseases of connective tissue,
which, with the limited therapeutic potential of drugs, has a tendency to an unfavorable
prognosis due to the high probability of irreversible damage to internal organs. The purpose
of the study is to analyse the polysyndromicity and severity of clinical manifestations of
SSD, the need for a thorough comprehensive assessment of symptoms and syndromes, a
wide range of diagnostic measures and the importance of timely appointment of adequate
therapy. Materials and methods. The analysis of a clinical case (a patient aged 74 years
who was treated in June 2019 in the Department of therapy No. 1 of the State Medical Insti-
tution “Penza Clinical Hospital No. 4”) is presented. Results. In this patient, who has typi-
cal signs of sclerodermic lesions of the skin and internal organs, a reliable diagnosis of sys-
temic connective tissue disease was determined at the stage of virtually total, irreversible
lesions. The effectiveness of therapy, despite the slight positive dynamics, was extremely
insufficient, the phenomena of congestive pneumonia were stopped, but signs of severe
heart failure remained almost unchanged, which predetermined an extremely serious prog-
nosis not only for recovery, but also for life. Conclusions. Extremely late and untimely di-
agnosis of SSD is associated with long-term long-term observation and treatment of the pa-
tient by various narrow specialists, and each of them has its own separate disease. The above
clinical case demonstrates the low awareness of primary care physicians about the clinical
picture of systemic rheumatological diseases. It seems necessary, with the undoubted consid-
eration of the modern development of the instrumental and laboratory base for the diagnosis
of rare diseases, a wider introduction into clinical practice of diagnostic criteria for early diag-
nosis, as well as greater importance to attach to the development of a doctor's ability to sys-
temically analyze complaints, anamnesis and physical examination of patients.
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AKTYaJIbHOCTh

Cucremnas cxiepogepmust (CCJI) sBiseTcs XpOHUYECKHM PEBMATOIOTHYC-
CKUM 3a00JIeBaHHEM COCJIMHUTEIBHOW TKaHU ayTOUMMMYHHOTO T'eHe3a, B OCHOBE
MaTOreHe3a KOTOPOro JICKAT XPOHUYESCKUI BOCTIATUTEIbHBIN MPOIECC, BHIPAXKEH-
HBIC HAPYIICHHUSI MUKPOIUPKYIIAINH, PA3BUTHE CUCTEMHOTO (HOPO3UPOBAHUS; OHO
UMEET B Pa3BEPHYTOM CTaIUH KIMHUYIECKOW KAPTUHBI IOPAXKCHUE KOXKH, CKEIIETHO-
MBIIIIEYHOT0, OMOPHO-ABUTATEIILHOTO aliapara U MPaKTHYSCKA BCEX BHYTPCHHUX
opranoB [1]. lanHas HO30J0THs OOJIEe paclpocTpaHeHa CPEa JKSHITUH (COOTHO-
menue 7:1) B Bo3pacte 32—48 ner, yactora B nomysiun ot 3,6 1o 19,8 Ha 1 muH
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HaceneHus B rof [2]. Ha coBpeMeHHOM 3Tare pa3BUTHS PEBMATOJIOTHH KaK HAyKU
HEOOXOOMMO OTMETHUTb, YTO, HECMOTPS Ha OOJbIINE NOCTHKCHHS B AUArHOCTHKE,
stuoyiorus U marorede3 CCJl ommcansl He B MOJIHOM oOBeme. IlyCckoBEIM Mexa-
HU3MOM JaHHOTO 3a00JieBaHMs SIBIISIOTCS Pa3MyHble TCHETHYECKHE, UMMYHHBIE,
HEHPOIHIOKPUHHBIE, a TAK)KE IICUXOCOLHUANbHBIE U cpeloBble (akTopel. B To xe
BpeMsi HEOOXOIUMO OTMETHTb, YTO PAaHHSIS AMAarHOCTUKA U CBOCBPEMEHHOE Ha3Ha-
YEHHE MATOTCHETHYECKOH M CUMITOMAaTHYECKON Tepaluyi B 3HAYUTEILHOU CTere-
HU OTIPEIEIIIOT 3P HEKTHBHOCTD JICUCHHSI M TOJITOCPOYHBIH TpoTHO3 [1].

CoenuHuTenbHas TKaHb, BXOZSIIAs B COCTAB MPAKTHUYECKH BCEX OPraHOB,
BOBJICKACTCS B MATOJIOTNYECKUH BOCTIAJIMTENbHBIA ayTOMMMYHHBIH npouecc. JlaH-
Hast 0COOEHHOCTH MPEIOoTpeeIIsieT pazHooOpasue Kmuandeckux npossiaeHuit CCJ,
NOAUMOP(GHU3M U TOJTUCUHAPOMHOCTb, OTpEAEIIeT CUCTEMHBII XapakTep 3aboe-
BaHMsI, IPUYEM HPOSIBISICTCSA 3TO KaK OTHOCUTEIBHO OJaronpusTHBIMHU 10OpoKaye-
CTBEHHBIMH BAapHMaHTaMM TEUCHMS, TaK U Pa3BEPHYTHIMH, I€HEPAIU30BAHHBIMU,
OBICTPO MPUBOISAIIUMH K JIETAIEHOMY UCXOITY.

OueHb BaXKHBIM TIPEACTABISACTCS (AaKT LETOCTHOTO BOCTIPUATHUS CKIIEpOJep-
MHH KaK OJHOTO U3 CHCTEMHBIX 3a00JI€BaHUI COeINHUTENBHON TKaHHU, Y KOTOPOTO
MpPU OTPAHWYCHHOCTH TEPANEBTHUECKOTO IOTEHIIMANa JIEKApCTBEHHBIX CPEICTB
MUMeeTCsl TeHJICHIUS K HeOIaronpusTHOMY MPOTHO3Y HM3-32 OOJBINON BEpOATHOCTH
HEOOPaTUMOTO MOpaXeHHsI BHYTPEHHUX OPraHoB [3].

ITanmeHTs! CO ckIepoaepMueil TpeOyOT HHAUBUIYAIBHOTO MIOIX0/a K Tepa-
UM, TaK KaK MOTYT UMETh pa3fUuHble KIMHHYEeCKHe (HOopMBl TeueHHs 3aboieBa-
HUSI, & TAK)KE XapaKTep U CTEIEHb BOBJICUEHHS B BOCIIAJIUTEIBHBINA Ay TOMMMYHHBII
MpoIiecC BHYTPEHHUX OpraHoB [4].

[lepBHUUYHBIM KITMHHYECKUM CHHJIPOMOM, BBISBIAIOMUMCS ¥ 93 % GONBHBIX,
okasbiBaeTcss genomeH Peiino. [lposiBisieTcs naHHOE COCTOSHHE HECKOJIBKUMH
CTaIUsIMU — TaJIbIIbl KUCTEH CTaHOBATCS OENBIMH, 3aT€M LUAHOTUYHBIMU M, HAKO-
Hell, KpaCHBIMHU, TPUTTEPOM IJIsi KOTOPBIX SIBJIAETCS XOJOJ, MAllUSHTHI OILYIIAfOT
oHeMeHue U 6oib. [y nuddepeHnnanbHOro AMarHo3a MeKAy NepBUYHBIM CHH-
npomoM PeitHo u dpeHomeHOM PeitHO HE0OX0IMMO MPOBEAEHNE BUIEOKAUIIIAPO-
CKOIIMHU HOTTEBOTO JIOXKa, ONpeJie/ieHHe YPOBHSA aHTHHYKJIEApHBIX aHnTuTed. OTCcyT-
CTBHE BOCHAJIMTENIbHBIX U3MEHEHUI B KPOBH, HOPMaJIbHBIH yPOBEHb aHTUHYKJIEAp-
HBIX aHTHUTEN, HOpMallbHas KapTHHA BUICOKAMMILISIPOCKONINH XapaKTepHbI s (e-
HoMeHa PeiiHo [3, 6].

[lopaskeHne Koxu, MPOXOAAIIee B TPH CTAAUU: OTEK, YINIOTHEHNE, aTpOHs, —
ABJISIETCS CIIEAYIOIIUM TUITHYHBIM cuHIpoMoM st CC/I.

Hucdarus u ractpo-330¢areansHbiii pediarokc, 00ycIoBICHHbBIE THIIOTOHU-
el nuIeBoAa, SBJLIOIICHCA NPOSBICHUEM IMOPAXKEHUS JKEIyAOYHO-KUIIEIHOTO
TpakTa, pa3BuBaeTcs y OonpuinHcTBa mamueHToB ¢ CCJ (72-96 %). Bosneuen-
HOCTb B MATOJOTWYECKUH MPOLECC TOJCTOrO KUILIECYHUKA, a TAK)KE HapyLIEHHE Lie-
JIOCTHOCTU HOPMaJIbHON MUKPOOMOTH! KHIEYHHKA IPUBOIAT K Pa3BUTUIO CUHAPO-
Ma MasibabcopOLnu, MPOSABIEHHEM KOTOPOTO SBIISETCS AUapes U HeAep)KaHue Ka-
na. [Ipu cucteMHOH CKIIepoAepMHUH B TIEUEHH MPOUCXOIUT HUOPO3UPOBAHHE Teye-
HOYHOH HapeHXHMBbI, CTEHOK >KEITYHOTO IMy3bIpsl U MOPTAJbHBIX COCYAOB B CBSI3H
¢ M30BITOYHBIM POCTOM COCAMHUTEIBHON TKaHHU, HEKPO30M TelaTOLUTOB, KHPOBOI
muctpodueii [3].

VY 75 % OGonbHBIX B HepBbIe TOAbl 3a00NE€BaHMsI Pa3BUBACTCA CHHIPOM Jie-
TOYHOM THUMEPTEH3UU, CBS3AHHBIM C MHTEPCTUIIMATBHBIM MOPAXKEHUEM JIETOYHOU
TKaHH, a Takke GUOPO3UPYIOIIUM TporeccoMm [S].
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INopaxenne muokapaa npu CCJl Bepudumupyercs y 20—83 % mnamueHToB.
Moxer ObITh MOpakKeHHE MHOKapaa, JHIOKapla W TepHKapiAa, YTO MPOSBISETCS
HapyIIEHUSIMU PUTMa B TIPOBOJUMOCTH cep/na. HapymeHuss MUKpOUMpPKYISIIIN U
(hubpo3upoBaHue JeKaT B OCHOBE maToreHesa mopaxenus cepana npu CCJI. Ila-
TOJIOTUYECKH TPOIIeCC HAYMHAETCS C paHHeH, 00paTuMoi (pa3bl MOpaKEHHUsI MHO-
Kap/a, KOoTopas CBsi3aHa C MOSIBJICHUEM OTeKa, TMIepIulaZuell COeAMHUTENbHOMN
TKaHH, THOEbI0 KapIuOMHOLMTOB. Jlajgee HacTymaeT ciexyromas (asza mopaxke-
HUSI MHUOKapja, KOTopas XapaKTepu3yeTcsl MOsBIeHUEeM (HOPO3HO-CKIEpOTHYEC-
KX PYOLIOBBIX YYacTKOB MHOKap/a. MHOroMop(QHbIe U MOJUTONHBIE HAPYIICHUS
pUTMa B TIPOBOJUMOCTH CEPIIa, a TAK)KEe 0YaroBble UIIEMUYECKHUEe U3MEHEHHS T10-
SBIISIOTCS B 9TOW CTaIWM Ha dJIeKTpokapauorpamme. [lopaxkenne cepama He orpa-
HUYHABAETCS TOJBKO MHOKApAOM, YacTO Pa3BUBAETCS SHIOKAPAWT, CKIEPOIEPMHU-
YeCKUH BaJbBYJIHT, YTO 3aBepluaeTcs GOpMHUPOBAaHHEM KIIAIIAHHOTO TMOPOKa cepa-
na. Ilopoku aopraneHoro knanana Bctpevarorcsa npu CCJl penko, yaiie MUTpasb-
HbIe U TPUKyCNHJATbHBIE TOPOKH. MUTpanbHas ¥ TPUKyCNUaNbHas HEJ0CTaTOY-
HOCTB BBISIBIISIETCS TOpas[o dallle, YeM MUTpPAJIbHBINA CTEHO3 M aopTajibHas Heao-
CTAaTOYHOCTHh. MutpanbHas peryprutanus y 6ombHbEIX CCJl BRLIBISETCS B 2-2,5
pasa garie, 4eM B TeHepaTbHOW COBOKYITHOCTH HaceleHwHs [7].

Jns muarsoctuku CCJl OOBIYHO TIPUMEHSIOTCS KPUTEPHUH AMEPHKAHCKOH
komnerun pesmarosioruu (ACR), a Taxoke EBponeiickoil aHTUpeBMaTH4YECKON JIUTH
(EULAR) 2013 r. (taba. 1) [8].

Taomuua 1
KiraccudukannoHasie KpUTEPUH CHCTEMHOMN
cxaeponepmun o ACR/EULAR, 2013
[TapameTpsbl BapuanTsl banbl
[IpokcumainbHas ckiaepojepma:
CUMMETPHYHBIH CKIIEPO3 KOXHU 3 9
00enx pyK NpoKCHUMaibHee
ISICTHO-()aJIAHT OBBIX CYCTABOB
Cxiepoaepma

YToeHne 1 yIUIOTHEHHE KOXHU [Manbupl, AucTanbHee 2
NENINIE: MSICTHO-(aJIaHTOBBIX 4

CyCTaBOB

SI3Bouku 2
JuruTansHas HIIeMus PyGunku 3
TeneaHrnosKTa3uH - 2
Kanmnnspockonuieckre N3MEHEHHS - 2
JlerouHnast apTepuagbHas THIIEPTEH3IUSA
W/UIH UHTEPCTHIHATIBHOE TIOpaKEeHHE - 2
JIETKUX
®enomen Peitro - 3
CknepoiepMUYecKrie aHTUTENA JlocToBEpHBIH TUarHo3
(anTH-SCl aHTHIIEHTPOMEDHBIE, - CCJ, ecnmu cymma
Kk PHK nonumepase 111 OasioB 9 u bosee

Cunpapom PeilHO mpenmecTByeT pa3BUTHIO PA3BEPHYTOM KIMHUYECKOH Kap-
THHEI Ha 4,4 ToNa TpW JIMMUTHPOBaHHOU ¢opme U Ha 1,5 Toma mpu muddy3HOM
(dhopme cornacHo pesyibratam uccinenoBanus EUSTAR. Takum oOpaszom, kpure-
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pun ACR-EULAR He mo3BOJNISIIOT YeTKO BepH(PUUIUPOBATH AMArHO3 HpPU OTCYT-
CTBHM DPa3BEPHYTOH KIMHMYECKON KapTHHBI 3a0oneBaHus. B cBoio ouepens mis
IPEOTBPAILEHHs Pa3BUTHS PACIIPOCTPAHEHHOI'O OPAKEHNUSI BHYTPEHHUX OPIaHOB
KpaiiHe eJlaTelIbHO OoJjiee paHHEee HAavyajio TEpallid B TaK HAa3bIBAEMOE «OKHO Te-
pamneBTHUYECKUX BO3MOXkHOcTei». Kpurtepum paHHEW AMAarHOCTUKH CHUCTEMHOMN
ckneponepmun (VEDOSS; Tabn. 2) HeoOXoauMO peKOMEHAO0BaTh AJis OoJiee IIu-
POKOT0 IPUMEHEHHS B KIIMHUYECKOH npakTuke [7].

Tabnuua 2

AJITOPUTM IMAarHOCTUKU PAHHEN M OYEHb PAHHEHN CKJIEPOJIEPMUHU

I BrisBnenne «xpacHbIX (umaroB» (deHomeH PeifHO, IUTOTHBIM OTEK ITajbleB
KHCTEH/CKIICPOTaKTHIINS )

I | a) [IpoBexeHne BHUACOKAMMIUIIPOCKONNH HOTTEBOTO JIOKa (paHHUE, aKTHBHEIE,
MO3THIE U3MEHECHHSI )

6) Ceposlornueckue HUCCICIOBAHUS: BBIABICHHE CHEHU(PHUUECKUX ayTOaHTHTEI
(anti-Scl70, ACA, anti-RNA pol III u gp.)

IIl | YcraHoBnenne nuMarHo3a O4YeHb paHHEH CHUCTEMHON CKJIEPOJEPMHUU  TPHU
BBISIBJICHUM U3MEHEHUMN, COOTBETCTBYOIUX NNyHKTaM [ u 11

IV | JanpHeiiniee obcienoBaHue MAIMEHTOB, COOTBETCTBYIOUIMX KPHUTEPUSIM OYEHb
paHHel CUCTEMHOH CKIIepoJepMHH (KOMITBIOTEpHAst TOMOrpadusi OpraHoB rpyJHOM
KJIETKH, OXOKapauorpadus, HccieoBaHne (QYHKIMHA BHEUIHEro JIbIXaHus,
MaHOMETpHsI THIIEBO/IA)

V | YcraHoBneHUEe AMarHo3a paHHEH CUCTEMHOW CKIIEPOAEPMHMU IPH BBISBICHUU
U3MEHEHUH, cOOTBeTCTBYIomuUX myHkTaM [, I, IV

Takum oOpa3om, MakcuManbHO paHHssa quarHoctuka CCJl — aTo BaxHas 3a-
Jada I IpakTHIecKoro Bpada. CBoeBpeMEHHOE BBITONTHEHHE ATOH 3a7add IIo-
MOJKET TPEeIOTBPATUTh Pa3BUTHE (aTalbHBIX HAPYIICHUH, cAenaTh Oonee Onaro-
MPHUSTHBIM [TPOTHO3 JUIS MAIUCHTA.,

Heau uccjegoBanusi: aHaIU3 MOJTUCUHIPOMHOCTH U TSHKECTH KIMHUUECKUX
nposienernii CCJl, obocHOBaHMEe HEOOXOAMMOCTH B TIIATEIEHOW KOMIUIEKCHOMN
OIICHKE CUMITTOMOB W CHHJIPOMOB, IMUPOKOM CIICKTPE AHATHOCTHYECCKUX MEPOIIPH-
SITUM U BaXKHOCTH CBOCBPEMEHHOI'O HA3HAYCHUS aJeKBAaTHOM TepaIlvu.

MaTepna.mﬂ U METOAbI

[Ipencranen pa3dop KIMHUYECKOTO ciiydas (MaUeHTKa B Bo3pacte 74 JerT,
HaxoJuBIIasica Ha JeueHun B uioHe 2019 r. B otnmenenun tepanuu Ne 1 I'BY3
«Knmmandeckas 6oapHUIA Ne 4y 1. [IeH3sr).

[Narmentka M., 1946 1. poxaeHus, BIepBble ObUIa TOCIHUTAIN3MPOBAHA
B TepareBTudeckoe otaeneHue Ne 1 Kimuudeckoit GompHuIEI Ne 4 1. IleH3bl
B mioHe 2019 r. ¢ nuarHo3om: BHeOGompHUYHAS MBYCTOpOHHS mMHeBMOHUsA. MBC.
IoctundapkrabIil Kapanockieposd (1999 r.). Aprepuansaas runeprensus III cr.,
yxynmenue. XCH III ct. 4 ©K. B nepBriii AeHb TOCTIUTATU3AMN ObUIN BBISBIICHEI
CIIeIyFOIre KaoObl: OBIIIKA, KOTOpask OECIIOKOMIA TaXKe B TIOKOE, YCHUITHBAOIIA-
scsl P MUHUMAITBHOH (pr3ndvecKoii Harpy3ke (IIOBOPOT B MOCTENH, Xop0a Ha 10 M
IO TyaleTa), BBIpaKEHHBIE OTEKH HOT, MPAaKTUYECKH IMOCTOSHHBIA Kalienb 0e3
MPOAYKIIMA MOKPOTHI, CHIIbHAA 00Imas ci1abocTh, Mmoxas MepeHOCHMOCTh XOIIOJI-
HBIX TeMIieparyp, OOJEe3HEHHOCTh W OHEMEHHE B 00JacTH TallblleB KHUCTEH PYK,
TPYZHOCTH TIPH TIIOTAaHUM KECTKOH, MIOTHOM MUIIH, TTOXYJaHHUE, a0 .
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[NarmenTka *UBET B pallOHHOM LieHTpe [IeH3eHCKOW 00JIACTH, KHJIUIIHBIC
YCIIOBHS YJOBIETBOPUTENbHBIC. AJJIEpridecKrie peakiii B aHAMHE3€ OTCYTCTBY-
10T. BupycHpIM TenmaturoM, TyOepKyiie3oMm He Oonena. [IpodeccrnonaapHBIX Bpen-
HOCTel He ObL10, paboTana SKOHOMUCTOM. OTMEUaeTcsl OTATOIICHUE HACIEICTBEH-
HOTO aHaMHe3a: OTeIl MAIMEeHTKHN TaK)Ke CTpajal CHHApoMoM PeitHo.

Cuauraer cebst 6ompHON ¢ 1994 1., KOTZIa TIepeHecla JITUTENFHOEe HEPBHO-
NICUXMYECKOEe HallpshKeHue. B pesyipraTe mocie mpeObIBaHHUSA Ha YIHIE B MOPO3-
HYI0O U BETPEHHYIO IOTOAY CTajJH MOSBIATHCS NMEPHOANUYECKHEe MPUCTYIBI OoJeH,
noOJeTHEHHST M TOXOJOAAaHNs TMajiblleB PYK M HOT, CMEHSIOIIUECS TUIMepeMueH,
MPOXOSIINE B TETUIOM MOMEMIEHHH. TaKkke B BEPXHHX W HIDKHUX KOHEYHOCTSAX
MOSIBIJIACH T€HEpPAIM30BaHHAs MBIIICYHas C1ab0CTh, CHIKEHHE O0IIel TPyIOCIIo-
coOHOCTH. B MONMHUKIMHUKE TT0 MECTY )KHUTEIHCTBA BPaYOM-XHPYPTOM OBLT BHICTaB-
JIEH AUarHo3 — cuHApoM PeliHo. B TeueHue nocnenyromuyx HECKOJIbKUX JIET Malu-
€HTKa MepHOANYECKH NMPUHUMaJa KypcaMu 3—4 pas3a B roJl COCYIUCTBIE U CIIa3MO-
JUTUYECKUE TIpeTapaThl, BUTAMUHBI C TIOJOXKUTENBHBIM 3ddekrom. 3atemM mocre-
MIEHHO CTaja MPOMCXOINUTh TpaHCHOpPMAITUs JINIA: CTAJIO0 CIIOKHO yIIBIOAThCs, 3HA-
YUTEITHFHO COKPATHIIACH TIOJBMKHOCTh MUMUYECKHUX MBIIIII, OKOJO TYO MOSIBIIIUCH
MHOTOYHUCIIEHHBIC paJHalibHble «KHUCETHBIE» PYOUMKH, YMEHBIIWIACH B pazMepax
IO/l KpacHOU KaiMbl Iy0. Y GONbHON NOSBUIINCH TPYJHOCTU UACHTH(OUKALTNH
Juma mo JokyMmeHTaMm. OJHAKO TMaIMeHTKa Ha KOHCYJNBTAIlMI0 K PEBMATOJIOTY
HE HampaBisaiack. Takxke CleayeT OTMETHTh, YTO MHOTO JIeT Y OoJbHON Habmona-
Jach apTepualibHasi TUIEPTEH3U, MAaKCUMYM apTepuanbHoro aaieHus 200-220 u
100—120 MM pT.CT., [JUIUTENHHO HAOIIOAANACH TEPATIEBTOM, MTOCTOSHHO MTPHHUMAA
KOMOWHHPOBAaHHYI) THUINOTEH3WBHYIO TEPAlHI0, BKIIOUYABIIYIO OeTa-0JI0KaTopEHI.
B 1999 r. npu ouepenHoMm Busute k TepaneBTy Ha OKI' mosBuiMch M3MEHEHUS
UIIIEMHYECKOTO XapakTepa, BHICTABICH JAMArHO3 OCTPOTo MH(ApKTa MHOKapAa, Ja-
Jee HaOsOaMach TakXke y KapAnuoJiora C TUAarHO30M «IOCTUH(APKTHBIN Kapauo-
CKJIEpO03, XpPOHUYECKAas CepIeYHast HeOCTATOTHOCTDY.

[Ipoucxoauno mporpeccupyroliee yXyIlleHHe COCTOSHHS OOJIbHOM, Haya-
Jach MOTeps Beca, YCHIIMIACHh CIa0OCTh B KOHEYHOCTSIX, IMOSBUIIACH allOTIEIIHS.
C 2017 r. oTMeuaeT OAbIIKY MpH (HU3NIECKONW Harpys3Ke, MpUYeM TOIEPaHTHOCTD
K Harpy3kaM HEYKJIOHHO CHMXKajach. [IOSBHIIMCH KalloOBl Ha 3aTPyAHCHUS TNPH
TJIOTAaHUU TBEPAOU, XKecTKoM mnumm. [lanreHTka HEOTHOKpPATHO oOpalnaiach
B TOJIMKIUHUKY K XHPYPTY, TE€PANeBTy W KapAHOJIOTY TIO0 MECTYy >KHUTEIhCTBA.
Hab6monanace mo moBomy WMBC, aprepuanbHoOil runepTeH3wu, cHHApoMa PeitHo.
C mas 2019 r. cocTosiHME BHOBb YXYJUIWJIOCH, TOSBHJINCH OTEKU HUKHUX KOHEU-
HOCTEH, MpOorpeccupoBalia OJBIIIKA, KOTOpas MOSBIAIACh IIPH MEHBIIUX Harpys-
Kax, OTMEYaJOoCh YMEHBIIEHNE CyTOYHOTO TUype3a, OOIBHON CTalo TPYAHO OCY-
HIECTBIIATH caMOOOCITy)KuBaHHEe. AMOYIaTOpHOE JieueHne Ob10 Hed(h(HEKTHBHBIM.
B utone 2019 r. mporpeccupoBaina ojpblllIKa, MOSBUJICSA MPAKTUYECKU TMOCTOSHHBIN
Kallellb ¢ He3HAYHTEIhHBIM KOIMYECTBOM MOKPOTHI. bonbHasi BeI3Basa Opuramy
CKOpO# METUITMHCKOH TTOMOIIH, ObLJIa IOCTAaBIIEHa B TEPAIIEBTUIECKOE OTACIICHHE.

OcMOTp mpH MOCTYIUIEHHH: o0Iuee cocTtosHue Tspkenoe. Co3HaHUE ACHOE,
OpHUEHTHPOBAaHA BO BPEMEHH, IPOCTPAHCTBE U COOCTBEHHOMN MUUHOCTH. OTMEUaeT-
s BBIHYKJICHHOE TIOJIOKEHUE Tella — OpTomHod. OTMeuaeTcst 1eQUIMT MacChl Tela.
Koxnple TOKpOBHI OJieAHBIE, HA TYJIOBHIIE, JHUIIE TeleaHTHodKTazuu. CKiIeponak-
tins. [{naHo3 nmanbIeB KUCTeH pyK U CTOII, ANBIBI KUCTEW XOJIOJHbIE Ha OIIYIIb,
VILUIOTHEHBI, UMEIOTCS TUTUTAIbHBIE pyOUHKN 1 MeTKue s13BoukH (puc. 1). Jlumo co
CKYJIHOM MUMHKOM, YepTHI JHUIa HCTOHYCHBI, paIUaIbHbIe MEJIKHE MOPIIUHBI y pTa
(«xkuceTHBIN pOT»), anomnenus (puc. 2).

47



M3BecTus BbICIMX y4EOHbIX 3aBeAEHWUI. [TOBOMKCKMI pernoH. MeauumHckune Hayku. 2022, Ne 3

Puc. 2. AMumMmnuHOE U0, KUCETHBIN POT»

BripakeHHBIE TUIOTHBIE OTEKH HIDKHUX KOHEUHOCTEH, TepeaHel OprOIIHOM
CTCHKH, MOsICHUYHOW oOnactu. [Ipy aycKyabTallUu JIETKUX BBICIYIIMBACTCS BE3U-
KyJISIpHOE JbIXaHue, ocialbJIeHHOe B HIDKHUX oTAenax. OTMedaercs OfbIIIKa B T0-
KO€, YMCIIO JBIXaTeNbHbIX ABMKCHUH 26 B MUHYTY. AYCKYIbTaIlls CEpPALa: TOHBI
TIIYyXHUE, PUTM NPaBUIIbHBIA, CUCTOIMYECKUH IIyM ¢ MAaKCUMyMOM Ha aopTe U TOY-
ke borkuHa — Dp0Oa, mpoBOIAIIMIICS Ha COHHBIE apTEPHUH, aKIIEHT BTOPOTO TOHA Ha
Jero4Ho# aprepun. Yucno cepaeunsix cokparienni 110 ya/mun. Jedunura mymnb-
ca HeT. Aprepuansroe napienue 105 u 70 mm pr.ct. [lamenanus xuBoTa 3aTpya-
HEHa M3-3a OTeKa NepeqHel OpromHoi creHku. [leuens BeicTymaeT Ha 3,0 cM u3-
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noJ Kpasi peOepHOi Ayru, MIOTHAsA, yMepeHHO Oone3HeHHas. Cene3eHKa He yBelu-
yeHa. [loukn He manpnmpyrores. Huypes 1,2/0,6.

Janapie 1a00paTOPHBIX W HMHCTPYMEHTAIBHBIX METOJOB MCCIIEIOBAHUS.
B o6mem aHanmuze KpoBH: aHEMHS JIETKOM CTeleHH, JeHKOIHUTO3, TPOMOOIUTOIIE-
HUS, YCKOpPEHHAas CKOpocTh ocemaHus spurpouuto (COJ) (aputporwmtsl 3,3 X
10'%/n1, remorsio6uu 92 /71, 11BeTOBOI mokaszatens 0,75, neiikonuros 14,0 x 10°/n, i
4% c68%33%n23 %M 6 %, TpomOoruTEl 180 % 10"%/n, COD 13 mm/u ).

bruoxumudeckuii aHaiIu3 KPOBH: TIOBHIIICHUE YPOBHS IIET0YHOM docdarTassl,
I'TTII, MmO4YeBHHBI, TEYEHBIX TPAaHCAMHUHA3, OMIINPYONHA, CHHKEHNE YPOBHS 00IIIe-
ro Oenka, CBIBOPOTOYHOTO Jkeje3a (00muit 6emok 59 r/m, MmoueBuHa 16 MMOJB/II,
kpeatuauH 1,1 Mr/mr, oOmuii OwnmpyOwH 28 MKMOJIB/I, TPSIMOH OMIHPyOWH
5,8 mrmonw/n, menounas docdaraza 958 En/n, AJIT 142 En/n, ACT 97 En/n,
I'TTII 402 En/n, ceiBopoTouHOE kemne30 4,0 Mmmons/in). Koaryigorpamma B HOpMe.

W3meHeHui B aHAIM3aX MOYX HE OTMEUAJIOCh.

OKI': puT™M CHHYCOBBIH, AJIEKTPUUYECKAss OCh cepAlla OTKIOHEHa BIEBO,
yron ansdha —10 TpamycoB, Murparus BoguTeNns purtMma mo mpencepamsim, YCC
119 yn/muH, nonHas 0JI0Kaja JIeBOM HOKKH ydka ['mca.

O0630pHas peHTreHorpadus rpyaHO#N KieTku: J[ByCTOPOHHUHN THAPOTOpPAKC.
Kapmuonunararus. KaneruaaTt cripaBa. 3acToiiHble m3MEHEHHUs B Jerkux. 9XO-
KI: VnpTpa3ByKOBbIC TpH3HAKU: JIETCHEPATUBHBIX H3MEHCHHN CTBOPOK TpPH-
KyCHHIATHHOTO, MUTPAJIFHOTO KJIAMTAHOB; CTEHKH a0PTHI, KAIBIITHO3a a0pTAIBHOTO
KJIallaHa; KPUTHYCCKUI aOpTaNbHBIN CTEHO3; PErypruTalui aOpTAIBHOTO KilaraHa
II crenenu; cHkeHUE TI00ANBHON CHUCTONIMYECKON (DYHKIIMHU JICBOTO JKENya04Ka
(®B mo Teiixonsiy 28 %; anddysHoe HapylIeHHE COKPATUMOCTH JIEBOTO JKEIy-
JoYKa (TUIOKMHE3 BCEX CETMEHTOB); KOHIIEHTPHUYECKAsk THIEPTPOQUs JICBOTO JKe-
JyJI0YKa U MPABOTO KEITYJ0UYKa; TUACTONINYECKas JUCHYHKIUS JICBOTO KEITYyA0YKa
M0 PECTPUKTUBHOMY THITY; AWJaTanvs o00MX MpeIcepArii; MATpaabHas HeI0CTa-
touHocTh III crenenu; TpukycnuaagsrHas HegoctatouHocTh Il crenenu; Tsxenas
CTeIIeHb JICTOYHO! TUMepTeH3UH (1aBJIeHUE B JIETOYHOM apTepuu 69 MM PT.CT.).

KomnbroTepHas Tomorpadus opraHoB TpyIHOW TOJOCTH: BRIPAKEHHOE YCH-
JICHHE JIETOYHOTO PUCYHKA. 30HBI MEPUBACKYISIPHON MHOWIBTPAIIMHA B CPEAHEH U
HWKHEW JOJSX CIpaBa M B HWXKHEH Jolie ciieBa. HapyllieHue apXuTEKTOHHKHU
OpOHXHMAIBHOTO JIepeBa CIIpaBa W CJIEBA, MPOMEXYTOUHBIN OPOHX cIipaBa HE TPO-
cnexuBaetcs. B S3 cnpaBa KanbIIMHUPOBAHHBIN OYar AHAMETPOM 6,5 MM C YSTKUM
HEPOBHBIM KOHTYpoM. JluMmdarndeckue y3mpl He yBenmudeHbl. OTMeuaeTcs Hallu-
Yue KUAKOCTH B 00CHX IIEBPAIBHBIX TOJIOCTSIX: CIIpaBa — quacTas 1o 3,3 cM, cie-
Ba — auacta3 10 4,7 cMm. 3akmodeHue: [IBycropoHHMi ruaporopakc. Hapymenue
ApPXUTEKTOHUKHA OpPOHXHMAIBHOTO AepeBa. KanbIMHMpOBAaHHBIN ouar cmpaBa. 3a-
CTOWHBIE U3MEHEHUS B JIETKHUX.

VYbpTpa3ByKOBOE HCCIIEOBAaHHE TEMaTOOMIMAPHON 30HBI: [emaromeranms.
Bripaxxkennsie ¢puOpo3nbie auddy3Hble U3MEHEHUS! B MEYEHH W IMOKETYJOYHOMI
xKerese.

YpTpa3ByKOBOE HCCIIE0BaHIE IOYEK, HAIIIOYEYHUKOB, CEIe3eHKH — HOpMa.

®ubdporacTpoLyoAEHOCKONHIO TIPOBECTH HE YAAIOCh M3-3a TSHKECTH COCTOSI-
HUs OOJIBHOM.

[Toce mpoBemeHHBIX TIIATEIHLHOTO cOOpa kamod M aHaMHe3a, (PU3UKATLHO-
ro OCMOTpa, Jab0paTOPHBIX M MHCTPYMEHTAIBHBIX METOJIOB MCCIEeIOBaHU OO0JIb-
HOW BIIEPBBIE B )KU3HU OBUT BHICTABIIEH JUArHO3 CUCTEMHOHN CKIEPOAEPMHUH MOCIe
(haKTHIEeCKH COPOKAIIETHETO CTa)ka 3a00JICBaHMUS.
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Pe3y.]'ll)TaTbI H UX 06cym11emle

JlaHHO# TanMeHTKe, NMEIel TUITUYHbIE TMPU3HAKH CKJIEPOJIEPMHUYECKOTO
MOpakKeHUST KOKM M BHYTPEHHUX OPraHOB, JOCTOBEPHBIN THArHO3 CHCTEMHOTO 3a-
0oJieBaHMsI COENMHUTELHON TKaHH OBLI OIpe/ielieH Ha dTarne (PaKTHUYECKH TOTallb-
HBIX, HEOOPaTHMBIX TOPAKCHUH.

[IpencraBneHHbIi cilydail W3HAYAIBHO MMEN MEJIEHHO TpOrpeccupyromiee
JUIMTeNnbHOe TedeHrue. OTMedanoch MHOTOJIETHEE CYIIECTBOBaHHE (aKTHUECKH
M30JUPOBAHHOTO cHHApoMa PeiiHo, mocie 4ero nosBUINCh NaTOTHOMOHUYHOE TI0-
pakeHHe KOXH, pa3BuThe (uOpo3a MUOKap/a, a TakkKe SHAOKApAA, Mpenonpese-
JTUBITHE MaHU(ECTAMIO KJIAITAHHBIX TOPOKOB, M3MeHeHusI Ha OKI', crmocoOCTBy-
omue runepauarHoCTuke I/IHq)apKTa MHOKapJa, XCIyAJOUYHO-KUIICYHOI'0 TpaKTa
(BBICOKHMI YpOBEHb MEYEHOYHBIX (DEPMEHTOB, IIEIOYHON (ocdaTasbl, THIOMPOTE-
WHEMUSI, BEPOATHO CBHUIETEIHCTBYIOT O Pa3BUTHH OWIMApPHOTO IMPPO3a IMEeYeHH,
a TaKXke O MOpaKeHUH MUIIEBOAA ¥ CHHIPOME MallbaOCOpOIH), JIerKuX (Mpu3Ha-
KOB TSDKEJIOW JIETOYHOH rumnepTeHsuu). Mmeromascs Ha MOMEHT TOCHHUTANIN3ANH
XpOHHYECKasl cepJiedHass HeIO0CTaTOYHOCTh ObUia (haKTUYEeCKH HEKypaOelbHOMH,
(haTaapHOM, TPAKTHICCKH TTOJTHOCTHIO PePPaAKTEPHOHN K TEPATTHH.

BonpHOl ObuTa Ha3HaueHa KOMIUIEKCHAs KOMOWHHMPOBAaHHAs TEparus, -
YPeTHKH, aHTUOMOTHKH, OeTa-aapeHoOIokaTopsl, HHrHOuTOpel AllD, Torokokop-
TUKOCTEPOUIBI, AaHTATOHHUCTHI KaJIBITHS, JKEIe30COAepIKaIlre MpermapaTsl, HHrHOn-
TOPBI IPOTOHOBOM ITOMIIbI, aHTHOIIPOTEKTOPHL.

Onnako >QQEeKTUBHOCTH TEPANUK, HECMOTPSI HA HE3HAYUTENBHYIO TIOJOXKH-
TEIbHYIO ITWHAMUKY, Oblsla KpaiiHe HelIOCTaTOYHA, KyHHpPOBAHBI SBJICHUS 3aCTOMH-
HOH IMTHEBMOHUH, HO IPAKTUYCCKU 0e3 M3MEHEHUH COXpaHAJIUCh IMPU3HAKU TAXKE-
JIOH CepACYHON HEAOCTATOYHOCTH, YTO MPEAONPEACIIO KpaiHe Cephe3HbIH Mpo-
THO3 HE TOJIBKO JJIS1 BBI3JIOPOBJICHHUS, HO U JIJIS )KU3HU.

3akiIouenne

Crhemansl BBIBOZBI, YTO KpaifHe TO3MHSAS W HECBOEBPEMEHHAs JHarHOCTHKa
CC/I cBs3aHa ¢ OIMTEIbHBIM MHOT'OJICTHHM HAOIIOJEHHEM M JieueHHeM OOJIBHOM
Pa3IUYHBIMU Y3KUMU CIICLIUATUCTAMU, IPUUEM KaX bl U3 HUX JICUUI «CBOE», OT-
nenbpHoe 3aboneBanne. OTCYTCTBOBaNa CHCTEMHAs, KOMIUIEKCHAs OIICHKA HMEI0-
IIUXCS CHMIITOMOB M CHHIPOMOB, HE TOJYyYHJIa JOJDKHOTO BHUMAHUS ITOJHCHH-
JIPOMHOCTh KJIMHUYECKON KapTuHBL. CHCTeMHBIE 3a00JIeBaHUS COCTUHUTEIHHOM
TKaHU XapaKTepU3YIOTCs, HECOMHEHHO, HEBBICOKOW PacCIpOCTPaHEHHOCTHIO, OJHA-
KO SIBJISIFOTCS najeko He opdaHHBIMH. [IpWBemeHHBIN KIMHWYECKUN CIydaid e-
MOHCTPHPYET HEBBICOKYIO MH(POPMHUPOBAHHOCThH Bpadeil MEPBUYHOTO 3BEHA O KIIU-
HUYECKON KapTHHE CUCTEMHBIX PEBMAaTOJIOTUYECKHUX 3a0oneBanuii. Ham mpencras-
TsieTCsl HEOOXOAUMBIM (C HECOMHEHHBIM YYETOM COBPEMEHHOTO Pa3BUTHSA HHCTPY-
MEHTAIBHOW W JTa0OpaTOPHO# 0a3bl Uil AMATHOCTUKHU PEAKUX 3a00sieBaHmil) Oolee
IIUPOKOE BHEIPEHUE B KIMHUYECKYIO MPAKTUKY AUATHOCTHUYECKUX KPUTEPUEB I10
paHHEW IHarHOCTHKE, a TaKKe Pa3BUTHE Yy Bpaya CIIOCOOHOCTH CHCTEMHOTO KOM-
TUIEKCHOTO aHajm3a JaHHBIX Kaylo0, aHaMHe3a M (PH3UKAIBHOTO OCMOTpa TalHueH-
TOB [9].
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