KNIHIYHUA BUNALOK

H.M. Llly6a
T.4. BopoHoBa
M. IO. TkayeHKkO

HauwnonanbHasi meanumHckas
akazgemusi NocaeannIOMHOro
obpa3oBaHusi

um. M.J1. Wynuka, Knes

KnioueBble cnoBa: sieroyHas
apTepuvasibHas rurnepTeH3us,
CUCTEeMHasi CKIepoaepmMus,
Tepanuvs.

KJIMHU4YECKOE

HABJIIOOAEHUE NMALUEHTA

C CUHOAPOMOM PEWHO

U IEFOYHOW APTEPUAJIBHON
TMNEPTEH3UEN NP CUCTEMHOM
CKJIEPOAEPMUN, COBPEMEHHDIE
noaxoabl K UX TEPAINMUA

Pe3lome. B cTtatbe onuvcaH KIMHUYeCKWK Criydavi naumeHTKu ¢ CUCTEMHOM
CKI1IEPOAEPMUEN C HATTNYNEM CUMITTOMOB JIEFOYHOM apTepuasibHOM runep-
TeH3um 1 cuHapoma PeriHo. Ha ocHoBaHWy 06beKTUBHOIo cTaTtyca, Pesy/ib-
TaToB 1a60PATOPHO-NHCTPYMEHTAIbHOr0 00C1e40BaHNs Obl/1 yCTaHOBJIEH
AmarHo3, COOTBECTBYIOLLNI COBPEMEHHbLIM KlaCCUDUKALIMOHHbBIM KPUTE-
pusiM, a Takxxe 060CHOBaHO Ha3Ha4YeHVe NnaToreHeTUYEeCKou Tepanuu.

BonbHas C., Bo3pacT 44 roga, NnocTynuna B nepoe
TepaneBTuyeckoe otaeneHmne KFKb N27 06.02.2009r.
(knuHMyeckas 6a3a kadbenpbl Tepanun 1 peBMaToso-
run HMATO um. IM.J1. Lynuka) ¢ xxanobamm Ha oHeMe-
HUME 1 UMKIMYecKoe n3MeHeHue LBeTa Koxu (nobnea-
HEHME, UMaHO3, rMnepemMms) nanbLEeB PyK, CTOM Mo-
Cre NepeoxnaxaeHns, OTEYHOCTb U YMJIOTHEHUE KOXN
nanbLEB pPyK, TPODUYECKME NBMEHEHUSA KOXN Nalb-
LLEB PYK 1 HOr'TEl, 60J1b B MexXdanaHroBbIx 1 NCTHO-
danaHroBbIX CyCTaBax KUCTEN PyK, OLLYLLLEHNE «CTH-
HYTOCTU» KOXW PYK, NLA; CYXOCTb B rnasax, BO pTy,
3aTpyaHEHWNE FI0TaHUS CyXOW, TBEPAON MULLN; CYXOW
Kawenb, oAblllka, yCunmaamoLwaaca npu Guanyeckmx
Harpyskax (npu nogbeme Ha 1-1i 3Tax); 3anopsbl; Obl-
CTPYIO YTOMJIIEMOCTb, FOJIOBHYIO 60J1b.

M3 aHaMHe3a cTano U3BecTHO, 4TO okosno 18 net
TOMY Hasaj nauyeHTka Ha4yana oTMe4daTb NPy KOHTaK-
Te C X0N1040BbIM (akTOPOM, NMPU BOJIHEHMN U NEpe-
yTOMIEHNUM NobnegHeHne ¢ nocnenyoLwen LmaHo-
TUYHOCTbIO ANCTaNbHbIX (PanaHr BEPXHMX KOHEYHO-
CTEeln, BO3HMKAO OLLyLLEHE X0N104a, OHeEMeHuE. [Npn
cOorpeBaHuM oTMevanachb runepemMusi, Kotopasa co-
npoBoxaanacb 60NblO, OLLYLLIEHMEM MOKaNbiBaHUS.
Cyx0CTb CNM3NCTbIX 060/104eK BO3HMKIA NPUBAN3N-
TeNbHO 5 neT Hasapj. fBneHus gucdarvm oTMevaeT B
TeyeHve 7-8 neT. Tonbko B 2005 r. ycTaHOBNEH Ama-
rHO3: CUCTEeMHas CKnepogepmMmus, IMMUTUPOBAH-
Haa popma, XPOHUYECKOEe TeYeHue, reHepasnam-
30BaHHas cTagusa, aktTuBHasa ¢asa | cT., KOXKHbIe
npossneHnsa (CMHapom PerHO, NNOTHbIA OTEK,
nHaypauusa, atpodus, ynbuepauus), nopaxe-
HUe OMNMOopHO-ABUraTesibHOro annapara (nosam-
apTpuTbl), Nerknx (ABYyXCTOPOHHUI Ga3aibHbIi
NMHEBMOCKJ/1EPO03), XeJyA04YHO-KULLEYHOro Tpak-
Ta (330¢darut, AyoaeHuT), SHAOKPUHHOW CUCTe-
Mbl (rMNOTUPEO03), HEPBHOW CUCTEMbI (aCTeHOoBe-
reTaTtMBHbIV CUHAPOM), cuHapom LlerpeHa (kce-
podTanbmus ll cT., kcepoctomusa ll ct.). C 2007 1.
MPUHMMAET: METUNMPELHNI3ONOH 4 MI (MPY CHUXEHUN
003bl 40 2 M IMB0 OTMEHE MeTUNPEeaHN30I0Ha Ha-

cTynan peumaue 3aboneBaHns ¢ akTUBHOCTbIO Il CT.),
HUdbeomnuH petapg — 1 Tabnetka (20 Mr) Ha Houb,
Kypcamu Ba3onpocTaH (2 pasa B rogy).

Mpu NocTynneHnn cocTosiHMe BONbHOM ObIIO OT-
HOCUTENbHO YAOBNETBOPUTENbHBIM. HOpMOCTEHMYE-
CKOE€ TeNOCNOXeHNe, yoOBNEeTBOPUTENBHOE NUTAHNE.
AHTponomeTpus: poct 158 cm, macca Tena — 58 kr.
Temnepartypa tena — 36,5°C, aptepuanbHoe gasne-
Hue (A) — 90/60 mm. pT. CT., NynbC — 76 yA./MWH,
NOCTATOYHOIr0 HAMOJIHEHUS N HANPSXXEHUS, YacToTa
OblxaHns — 16 B MUHYTY. Koxa 1 BUANMbIE CIN3NCTbIE
0060104KN — eCTeCTBEHHOW okpacku, B obnactn da-
JIaHT BEPXHUX KOHEYHOCTEN KOXa YMEPEHHO NCTOHYE-
Ha, CyxoBaTta, OTEYHa; Ha FOJIEHSIX OTMEYaeTCA INHEN-
Hasi CyxoBaToCTb KOXW. Jedpopmaumsa HOrTeBom nna-
CTWHbI BTOPOroO nanbLa nesom pyku. Nepundepunyeckre
nmmdartnyeckme yanbl — 6e3 ocobeHHocTen. Monouy-
Hble Xene3bl — nasibnatopHo 6e3 ocobeHHocTel, Na-
TOJIOMMYECKUX BblAEIEHNIA N3 COCKA HeT.

CeppeyHasn OesTeNbHOCTb — PUTMUYHAS, TOHbI
npurayLweHsl. latonornyeckme LWymbl He BbICYLLUN-
BaeTcs. [paHmubl cepaeyHOon TynocTu: npaBasg —
no lin. parasternalis dextra, BepxHas — TpeTbe Mexpe-
6epbe, nesass — no lin. mediaclavicularis sinistra.

MepKyTOPHO Ha, NErKUMU — ACHbIN IEFOYHbIN TOH.
AyCKyNbTaTUBHO — AbIXaHWE XECTKOE.

A3bIk 0610KEH 6efbiM HaneToM ymepeHHo. Xun-
BOT — MSATKUIA, YMEPEHHO GONE3HEHHbI B NPABOM
noapebepbe 1 anuracTpanbHon obnactu. NeyvyeHb
y Kpas pebepHoli oyru, 6e3bonesHeHHas. MNepkyTop-
Hble pa3mMepbl cene3eHkn — 11 cm.

Mepndepnyeckne oTekm OTCYTCTBYIOT.

O6LwWuin aHanu3 KpoBwu: remornobuH — 114 r/n,
nevikountbl — 7,2 I'/n, CO3 — 17 mm/4, nanodko-
apepHole — 3%, cermeHTosiaepHble — 66%, 903MHO-
dunbHble rpaHynountel — 1%, naumdbountel — 23%,
MOHOUUTbI — 7%.

Brnoxumunyeckoe nccnenoBaHme KpoBu: obwmnii
6enok — 64 r/n, o6LWwmin xonectepuH — 6,9 Mmosb/n,
6eta-nunonpotenapl — 32 en., bunnmpybuH obLumin —
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13,2 mkmonb/n (npsamoin — 4,0 MKMONb/N, HeENpSs-
Mol — 9,2 MKMONb/N), TUMOJIOBas npoba — 3,2 en.,
MoYeBuHa — 4,4 MMOSb/N, KpeaTuHH — 86 MKMOIb/1,
MoueBas kucnota — 174 mkmonb/n, AnAT — 9 U/I,
AcAT — 17 U/

Koarynorpamma: npoTpoMOUHOBBLIA NHOEKC —
96%, akTMBHOE BpeMs pekanbuudukaumm — 98 c,
GnbpUH Nnasmel KPoBM — 12 Mr, GUbpPUHOreH —
2,64 r/n.

O6wmin aHann3 mouun: konndyectso 140 mn, uBeT
CBET/IO-XenTbl, yaenbHbii Bec — 1018, pH kuncnas,
©enok 1 rnokKo3a He BbISIBNEHbI, 3pPUTPOLUTBEI — 2—4
B MoJie 3peHus, ceexue, nenkountbl — 7—10 B none
3peHus, ypatbl — B YMEPEHHOM KOJIMYECTBE.

AHanma mouu no HeurnopeHko: nenkounTtsl — 1,28,
3PUTPOLMTBI — HE BbISIBNIEHDI.

OKI: pyT™ CUHYCOBbIN, perynspHbii. HopmanbHoe
nonoxernne 30C. YMepeHHble Anddy3Hble n3MeHe-
HUS MMOKapAaa.

OxoKTI: aopTa ynnoTHeHa. AopTasibHbIi kKinanaH —
ynnoTHeH. HebonbLlol nponanc MUTpanbHOro kna-
naHa — 0,4 cM c ymepeHHon peryprutaumein. AO —
3,6, JIN — 2,8, KAP — 4,6, KCP — 2,8, KCO — 30 mn,
KOO — 91 mn, YO — 61 mn, SF — 37%. AHOManbHas
Xopaa B 0651acTn BEPXYLLKW TEBOro xenyao4dka. No-
NOCTb cepaua He yBenunyeHa. CokpatmMoCTb MMOKap-
nayposnetsoputensHas (PB — 67%). JasneHve B ne-
ro4yHow aptepum — 45 Mm pT. CT.

PeHTreHorpagusa opraHoB rpygHon nonocTu
(B IpSAMOM NPOEKLMN): 3HAYUTENBHOE YCUIIEHNE U Ae-
dopmMauys MHTEPCTULMANIBHOIO KOMIMOHEHTA NIeroy-
HOrO pUCYyHKa, OCOBOEHHO B OKOJIOKOPHEBbLIX 30HAX
1 6a3anbHOM OTAENE C YCUNEHUSM COCYONCTON TEHW.
KOpHU CTPYKTYpPHbIE C MHOXECTBEHHbLIMU MENKUMM
KasbuMHaTaMn, B TOM YMUCIIE HA NPABON BEPXYLLKE.
CepaLe B npegenax HopMbl.

Cnuporpamma: o6CTPYKTUBHbIE HAapYLLUEHWE Ner-
Kol cTeneHn TaxecTn (PKBJ1 — 80,2, dXIJ1— 96,72,
OPB3ail1c—76,48).

PeHTreHorpadua kucten pyk (B NpsiMOn npoek-
LLMK): KOCTHO-OECTPYKTUBHbIE UBMEHEHMS HE BbIBIE-
Hbl, ONPeaenseTca HEPABHOMEPHOE CYXEHME Lenen
MSICTHO-anaHroBbIX, MexX@anaHroBblX COYSIEHEHN,
CKNEPO3 CyCTaBHbIX MOBEPXHOCTEN, OKOSTIOCYCTaB-
HOW OCTEONOPO3 1 BbIPAXEHHbIN OCTEONOPO3 KOHLLE-
BbIX (panaHr.

KoHcynbTaumsa sHaoKpuHonora: rmnotepros

Scl 70 — nonoXuUTeNbHbIN

ANA — nonoxutenbHasa

CucTtemMHas cknepogepmMmus, IMMUTUPOBaHHaA
dopma, XxpoHM4eckoe Te4eHne, reHepasn3oBaH-
Hag cTaaus, akTuBHasa ¢pasa (akTtusHocTh ll-1cT.),
KOXXHO-COCYAUCTbIE Nopa)xeHus (cuHppom PeiHo,
MJIOTHbIN OTEK, UHAYPaLUS, AUrNTasIbHbIE A3BOUKU,
py64MKmM), c NnopakeHnem onopHo-ABUraTeNIbHOro
annapara (apTpanrus, peuManBupyioLmii noam-
apTput, PHC 0 cT., ocTeonopos3 nanbLeBbixX pa-
JIAHrOB), JIerkux (OBYXCTOPOHHUI O0a3anbHbIiA
nHeBMoPnOPO3 (KOMNaKTHbINM), GYHKLMOHAJIbHbIE
HapyLweHus No pecTpukTueHomy tuny, AH Il cT.,
JIAT 1l ®K), xenyao4HO-KULLIEYHOro TpakTa (xpo-
HU4Yeckum 33odarnTt, XpOHU4YECKU racTpoayo-
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AEHUT, AyOoAeHO-racTpasbHbiii pedniokc), 3HA0-
KPUHHOW CUCTEMBbI (TMNOTUPEO03), HepPBHOI CUCTE-
Mbl (aCTEeHOBereTaTuBHbIV CUHAPOM, uedanrus),
ceppua (amdpdy3Hbii kKapamodpuopos, CH O cT.),
cuHpgpowm LWerpeHa (kcepodpTanbmus Il cT., KCe-
poctomus ll cT., cyxocTb BHOCY). ANA — nosoxm-
TenbHas, Scl 70 — nonoxuTtenbHas. FnokokopTH-
KOUAHasa 3aBUCUMOCTb.

XpOHNYEeCKUA XONeunucTuT, ctTagus HecTom-
KOV peMnccum.

PacnpocTpaHeHHbIi1 OCTEOXOHAPO3 NO3BOHO4-
HMKa C NPenMyLLeCTBEHHbIM MOpaXKeHUeM LUeHOo-
rpyaHoro otaena.

MoueconeBon guaTtes.

OnarHo3 cuctemHomn cknepogepmumn (CCL) Obin
YyCTaHOB/IEH B COOTBETCTBUU C Knaccudunkaymemn
B.H. KoeaneHko, H.M. LLy6bl (2004) n E.J1. HacoHo-
Ba (2006).

[vnarHo3 nero4yHom aptepuanbHON rMNepTeH3nmn
(JTAI') 6b11 ycTaHOBIEH B COOTBETCTBUN C BeHeuyaH-
ckom knaccundukaumen (2003) (Galie N. et al., 2004).
[aHHaga knaccupunkauma npmeegeHa HUXe.

Knaccuopukaumsa JIAI (BeHeupaHckasd KOHbepeH-
ums, 2003 r.) (Galie N. et al., 2004).

Tpynna 1: JIAIC

NpnonaTtnyeckas

CewmeliHas

AccoummnpoBaHHas C:

- 3a00/1EBAHNAMWN COEOVNHUTENBbHOWM TKaHW;

- BPOXAEHHbIM CUCTEMHO-IEMOYHbBIM LUYHTOM;

- NOPTaNbHOW FNMMNEPTEH3NENR;

- BUY;

- NIeKapCTBEHHbIMU NpenapaTamMu, TOKCUHaMM;

- 3a00/1EBAHMAMMN LLIUTOBUAHOMN XeNesbl;

- 6onesHbio [oLe;

- CNJIEH3KTOMMUEN;

- MyenonponudepaTnBHbIMM NPOLLEECCaAMU;

- remornobuHonatunen;

- JIErOYHO BEHO-OKKJIIO3NOHHON 60J1€3HbIO;

- IErOYHbIM KanusPHbIM FEMaHIMoOMaTo30M,;

- MEPCUCTUPYIOLLLEN NErOYHOM rmnepTeH3nen Ho-
BOPOXOEHHbIX.

pynna 2: JIAI npu 3aboseBaHVsIX 1E€BbIX OTAE-
J10B cepaua

3aboneBaHna NeBOro Npeacepans U Xenyanoy-
Ka

3aboneBaHus KnanaHoB JIEBbLIX OTAENIOB CepALA

Mpynna 3: JIAT, accounvpoBaHHasi ¢ 3ab6051eBaHu-
em JIerkux v/vav rurnokcemMmert

XpoHunyeckas 00CTPYKTUBHAst 60NE3Hb TErknx

MHTepcTuumanbHas 60nesHb nerkux

HapyLieHuns gpixaHust BO CHe

HapyweHus BcnencTave anbBeONSPHON MMNOBEH-
TMNaUMn

XpoHunyeckoe npebbiBaHMe B YCIOBUAX GOMbLLINX
BbICOT

AHOManun pazesuTua

pynna 4: JIAI BcneacTBne XpoOHU4eckoro Tpombo-
TUHYECKOro v/Wiav aMOOIMHECKOro 3ab601eBaHus

Tpomboambonnyeckas 06CTPYKLNS NPOKCUMab-
HbIX JIEFO4YHbIX apTEPUN
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Tpomboambonumyeckas 00CTPYKUNS OUCTaNbHbIX
JIEroYHbIX apTepuin

HeTpomboTnyeckas nero4yHas am60onums (onyxonu,
napasuTbl, MHOPOAHbIE TENa)

pynna 5: lNpoyee

Capkoungos

'mctnoumTod X

NumdaHrnommomaTos

CpoaBneHunst NeroYHbIX COCYa0B (ageHonaTus, ony-
X0Jb, GPMOPO3NPYIOLLNI MEOVNACTUHWT)

C y4eToM CTEeNneHn akTMBHOCTM MPOLLEeCcca 1 ero pe-
LMOVBOB MNOCAe OTMEHbI MO0 CHUXEHWS 0,03bl METUJ-
npegHn30sioHa, 6bi1a NPoJoIKeHa Tepanus MeTU-
npegHN30/I0HOM B 003€e 4 M.

Hanuumne BbipaxeHHOro cuHgpoma PenHo nocny-
>KMJ10 OCHOBAHMEM AJ151 Ha3dHavYeHus nnonpocTa 20 Mkr
B/B N2 5 (BBOAMNOCH MEONEHHO B TeyeHne 5-6 4)
M NPOAOIKEHUS TepanMm aHTaroHNCTaMmn KanbLuums
1,4-prngponnupuanHoOBOro paga — HUdeannmHom
petapn B no3e 20 mr (1 Tabnetka) Be4epom.

YT0 NOCNYXXNN0 OCHOBaAHUEM AJ151 HA3HAYEHUNS U0~
npoctay naumeHtku C.?

UnonpocTt — cuHTEeTUYECKU aHanor
npoctarnaHamHa-12, o6napaer cnepyowmmm
adpdPpekTramum:

1. AHTUdUGpo3UupYyIOLWMA U aHTUNponndepa-
TUBHbIN 3P PekT:

- 3a cyeT T0ro, 4to unonpoct B 1000 pas 6onbLue
NOBbILLIAET KOHLEHTPALMIO BHYTPUKIETOUYHOrO LAM®
B CPaBHEHMM C MPOCTAUMKIIMHOM U TEM CaMbiM NOAAB-
NSeT cuHTe3 TpaHcdopmMupyoLero dakrtopa pocTa
(TDP)-B, 4TO 0OBACHAET €ro BblpaXeHHbIN aHTUdUO-
PO3HbIN 3ddEKT 1 KNNHNYeCcKoe AENCTBME NPU CUC-
TEMHbIX 3a60neBaHNAX COEANHUTENIbHOMN TKaHW,
B yacTHocTn CCL;

- WIOMPOCT CYLLUECTBEHHO CHUXaeT coaepxaHune
aAre3nBHbIX MOJIEKYS, KOHLLEHTPALMM B CbIBOPOTKE
KpoBu dpakTopa pocta cocyaucTtoro aHagotenus (VEGF)
M 3HOOTENMHA-1, 4YTo OOBACHSET PasBUTUE KITMHUYE-
CKOW pemmccum npv CMHApome PeriHo;

- NIONPOCT BbI3bIBAET CHMXXEHNE SKCNPECCUN reHa
dakTopa pocTa COeaHUTENBHOM TKaHW, YTO NPUBO-
OUT K TOPMOXEHMIO crHTe3a kKonnareHa ¢pubpobna-
cTamuy;

- NNONPOCT CHMXaeT nponndepaTmBHbIN OTBET,
MHrnMbunpysa TOP-B.

2. Bazogunatupyowmnin apdekT:

- 3a CHET HENOCPEACTBEHHOIO CHUXEHNS COCYAN-
CTOro ToHyca. [1poTMBOAENCTBME BA30CMACTMHECKO-
My 3 PeKTy NernkoTpmeHoB, TpoMmbokcaHa A2, aHO0-
TenuHa-1.

3. MpoTuBoBOCNaANUTENbHLIN 3P PEKT:

- UNOMPOCT SABNSIETCS aHTaroHMCTOM Buonoruye-
cknx apPeKkToB IHAOTENMHA 1 TPOMOOKCaHa, a Tak-
Xe nHrnéutopom GHO-a.

4. Ba3onpoTeKkTOpPHbIN 1 pudponntTudeckuni
adpdekT

YnyywaeT peonormi4eckne CBOMCTBa KPOBU: Mpe-
napaT MHrMbupyeT akTrBaLmMio TPOMOOUUTOB Ha BCEX
CTaamsIx 3a CHET COEaNHEHNS CO cneundunyeckmm pe-
LenTopamMm Ha TpomMboumTax v aktmsauuen LAM®, 4to
MPUBOANT K CHUXXEHUIO aKTUBHOCTU pochonmnasbl A2

1 COAEPXXAHMIO KanbLMs B LMTOMNA3Me, 3KCNpPeccumn
GNBPUNHOCBA3YIOLLMX PeLEenTopoB. MnonpocT ycunn-
BaeT GUOPUHONUTUYECKN 3P DEKT 3a CHET CHUXe-
HUSA coaepXaHns MHIIMOUTOPOB TKAHEBbIX aKTUBATO-
POB Nna3MMHOreHa, crocoOCTBYET CHUXEHWIO CTEMNEHN
TpoMb006pa30BaHNSA N YMEHbLLEHMIO Pa3MEpPOB yXe
cyuwiecTBytowmx TpomooB. (Olschewski H. et al., 2006;
Kosanenko B.H. n coasr., 2009).

Mpenapatbl, peKOMEHA0BaHbI AJIA JIe4eHUs
JIAT (PykoBOACTBO NO AMArHOCTUKE U Tepanuu
XPOHUYECKON’ NIero4Hom runepreH3umn, 2006)
(Olschewski H. et al., 2006)

boseHTaH MepopanbHo | 2 x 62,5— [EMEA (JTAT, NYHA 1l); | *
2 x 125 mr/|FDA(NAT, NYHA ll1+1V)
cyT
Wnonpoct WHransum- 15— |EMEA (UNIAT, NYHA IIT); |
OHHbIN 45 mkr/ [FDA (NAT, NYHA lll—-
cyT IV); ABctpanus (JIAT +
XTI, NYHA 1lI-1V)
Cunbpena-  |[MepopanbHo | 60 mr/cyt |[EMEA (JIAT, NYHA III) |
dun (m0 240 mr) [FDA (N1AI)
dnonpocTe- Brytpu- | 10-50 Hr/ [Heckonbko ctpaH EC, |
HoM BEHHO kr/MuH  |He D (PPH, NYHA lll-
IV); FDA (JIAT, NYHA
-1V)
Wnonpoct BHyTpu- | 2—6 Hr/kr/ |HoBas 3enangus (WIAF | lla
BEHHO MUH 1 accouumpoBaHHas JIIN)
Tpenpoctu- | TMOAKOXHO 10— [FDA (JIA[, NYHAII-IV); | lla
HUAN unu BHYTpU- | 100 Hr/kr/ |EMEA (WJTAT, NYHA 1)
BEHHO MUH
Bepanpoct |MepopansbHo| 4 x 60— |AnoHus u Kopes (UIIAT | 11b*
120 mkr/ |u accoummpoBanHas JII)
cyT
CurakcenTaH | MepopanbHo [100 mr/cyT |[EMEA (JIAT, NYHA III) |

CteneHb PpyHKUMOHanNbHOM TsxxecTun JIAT (3)
(npennoxeHo koHdepeHumen B 9BmaH 1998 r., noa-
TBEpXAeHO BeHeumaHckon koHdpepeHuuvei 2003 r.)

Knacc 1

MaumeHTol ¢ JIAT 6e3 HapyLleHns GU3n4eckon ak-
TMBHOCTU. HopmanbHas $usnyeckas akTMBHOCTb He
NPMBOAMUT K YCUNEHUIO OUCMHO3, yCTanocTn, 6oan
B rpyam nnmn npeaodmMopo4HOMY COCTOSHUIO.

Knacc 2

MaumeHnTsbl ¢ JIAI co cnabbiM HapyLieHnem euau-
4YeCKOM aKTUBHOCTWN. HOpManbHOE COCTOAHMS B MOKOE.
OO6bl4HbIE DU3NHECKME HArpy3ku NPUBOASAT K ycune-
HUWIO AMCMHO3, yCcTanocTtn, 60am B rpyam nnv npenoo-
MOPOYHOMY COCTOSIHUIO.

Knacc 3

MaumenTbl ¢ JIAI CO 3HAUNTENBHBLIMU OFPAHNYEHUSI -
MU PUN3NYECKON aKTUBHOCTU. HOpManbHOE COCTOsIHME
B nokoe. dunamyeckume Harpyakm cnabee 0Obl4HbIX MPU-
BOAMT K YCUJIEHWIO AMNCIMHO3, yCTanocTu, 6onun B rpy-
01 nnv NpegobMOopPOYHOMY COCTOSIHUIO.

Knacc 4

MaumeHTsl ¢ JIAT, y KOTOpbIX Nt0Oble Gpuamnyeckne
Harpy3ku Bbi3biBalOT AMckomMmdopT. B nokoe npusHa-
KM HeOOCTaTO4YHOCTM NPaBoro xenygodka. B nokoe
Takke BO3MOXHbI ANCMIHOS 1/nnn yctanocTtb. Jllobas
dusmnyeckas Harpyska npuBoauT K YCUIEHUIO OANC-
KomoopTa.

C yyeTtoMm Hannuumsa y naumeHTkn JIAT (PK 1) B cooT-
BeTCTBUU C pekoMmeHaaumam ACCP (American College
of Chest Phisicians) 2007 r. no neyeHuto JIAI 6bin Ha-
3HayeH cunbaeHadun (Pesauno «MNdaiizep») — 1 1ab-
netka (20 mkr) 3 pasa B CyTKW.
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CunbaoeHopun — nHrubmutop popdpoamnacrepa-
3bl-5, yBENM4YMBaET MECTHbI CMHTE3 OKCMaa a3oTta
(NO) nocpeacTBoM MHIMOMPOBaHUA pacraga BTOpo-
ro metabonuta NO-uMKInM4eckoro ryaHo3MHMoOHOMOC-
dar, 4TO NPUBOANT K PACLLUMPEHNIO COCYAOB NErknx
M YrHETEHWIO POCTa KNeToK rnagkux Mol (Chin K.M.
etal., 2008).

MnonpocT 6bin1 Ha3HaYeH aj1s Tepanmmn kak CUHAPO-
ma PelHo, Tak neyenus JIAT .

3a BpeMs npebbiBaHMs B cTaumoHape (12 gHen)
06.02-18.02.2009 r. Ha ¢poHe NpoBOAMMON TEepannn
OTMEeYanoch ynyyweHne obLLLErO COCTOSHUS, UCYE3-
na 396KoCTb, perpeccus TPoPUYeCcknx N3MeHEHMUN
KOXW ANCTaNbHbIX GanaHr, yMeHbLUMIaCb OTEYHOCTb
nasbLUeB PYK, YMEHbLLMIACH BbIPaXKEHHOCTbL 60/ B CY-
CTaBax, YMEHbLUMNACh CYXOCTb PYK, OHW CTanu Msr-
ye; YMEHbLUMNIACh OAbILIKA NPU YMEPEHHbIX pudnye-
CKMX Harpyskax (ypoBeHb — 2 aTaxa). AMOynaTopHoO
6onbHaga C. npogosmkana Tepanuvio: MeTUANpPenHn-
30/10HOM 4 Mr, cunbaeHadunom 20 Mkr, HUbeagunm-
HoM peTapa 20 Mr (no cxemam). Hepes 1 mec Tepanumm
DaBNeHNs B Nero4Hom aptepmm (no gaHHbIM axoKI ot
19.08.2009r.) cocTaBuno 32 MM pPT. CT., TO €CTb CHU-
3unocb Ha 13 MM pT. CT.

MprnBEOEHHBIN KIIMHUYECKUIA Cry4ar NPogeMOH-
cTpupoBan 3pOEKTUBHOCTb MPUMEHEHNS NIONPOCTa
B leyeHunn cmHgpoma PenHo npu CCJ, a Takke Cuib-
neHodwna nunnonpocta B Tepanuun JIAI npu CCL. daH-
Hasa Tepanusa pekoMmeHaosaHa B Tepanuu JIAI v cnHa-
poma PeliHo y naumeHnToB ¢ CC/.
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KNIHIYHUA BUNALOK

KNIHIYHE CNOCTEPEXXEHHA MALLIEHTA
13 CUHOPOMOM PEMNHO TA JIETEHEBOIO
APTEPIAJIbHOIO FMNEPTEH3IEIO

MPU CUCTEMHIN CKNEPOLOEPMIT,
CYYACHI HANPAMKM X TEPAMIT

H.M. Llly6a, T.[]. BopoHoBa, M.HO. Tka4eHkKkO

Pe3lome. Y crartti onucaHo KniHiYHWI BUNagok
XBOPOI Ha CUCTEMHY CKIIEPOAEPMIIO 3 HASIBHICTIO
CUMIMTOMIB JIEr€HEBOI apTepiasbHOI rinepTeHaii
Ta cuHapoma PeriHo. Ha ocHOBi 06’€KTUBHOIO
cTaTtycy nauieHTku, pe3yabTaTtiB 1ab6o0paTopHO-
iHCTPYyMEHTasibHOro 06CcTeXeHHsT B6y/10 BCTa-
HOBJIEHO KJIHIYHUIA AiarHo3, WO BiAnoBigae cy-
YaCHUM Kiacu@ikauiiHuM KPpUTEPISIM, a TakoX
00r'pyHTOBaHO MNPU3HAYEHHSI NaToreHeTuYyHoi
Teparii.

KnioyoBi cnoea: nereHeBa apTepianbHa
rinepTeHsis, CUCTEMHA CKIIEPOAEPMId, Teparid.

CLINICAL OBSERVATION AFTER

A PATIENT WITH RAYNAUD’S
SYNDROME AND PULMONARY ARTERIAL
HYPERTENSION IN CASE OF SYSTEMIC
SCLEROSIS, MODERN CONCEPTION

OF THEIR TREATMENT

N.M. Shuba, T.D. Voronova, M. Yu. Tkachenko

Summary. The clinical case of systemic sclerosis
with a symptoms of pulmonary arterial hypertension
and Raynaud'’s syndrome is presented in the article.
On the base of physical examination, laboratory
data and results of instrumental investigation the
diagnosis was formulated taking in account current
classification criteria, as well as the pathogenetic
therapy was prescribed.

Key words: pulmonary arterial hypertension,
systemic sclerosis, therapy.
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