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Beenexue

IToctaHoBKa AuarHo3a sIBJAsSETCS Benyllei 3amaudeit
Bpaya JII000i CIeluaJlbHOCTU M BeIWYAUIIUM HUCKYC-
CTBOM. BbImensiioT pasidyHble BUABI IUArHosa: per
observatium (1MarHo3 «Ha B3LJISIA» ), per exclusionum (aua-
THO3 UCKJIIOUEHUS) U ex juvantibus (InarHo3, OCHOBaHHBI
Ha OlLIEHKE pe3yJbTaTOB MPOBEAECHHOro JieueHus ). Bce
uavonaTuyeckKue 3aboseBaHus, TPUYMHA KOTOPBIX Ha
CEerOoNHSIIHUNI JeHb HEesICHA, SIBJISIIOTCS TUarHO3aMM KC-
kmoyeHust. CJI0XHOCTb nubdepeHIIMaTbHON TUarHOCTU -
KU B TaKMX CIyYasix 3aKJI0YaeTcss B HEOOXOIUMOCTHU MC-
KJTIOUMTD IIMPOKUIA CITEKTP MATOJOTUIECKUX COCTOSTHUIA,
KaxJ10€ U3 KOTOPhIX MOXET TpeboBaTh creubruieckKoro
JIGYEHUSI.

[luarno3 per exclusionum B KNUHUYECKO[l hpakmuKe

UHMepHucma

Hayuenm II., 43 nem, nocmynua 6 kaunuxy 21.12.2010
¢ Jcanobamu Ha 00bLUKY NpU MUHUMAALHOU (hu3u4ecKoll Ha-
epy3Kke, omeku 20aeHell, CMon, yeeauverue 6 00seme JHcuo-
ma, owgyuieHue msaxicecmu 6 00Aacmu npagoeo noopedepusi.
H3 anamnesa: 3abonen ocmpo, koeda 12.11.2009 na goune
Nn0AHO20 300p08bs nocie nodsema msaicecmu HOS8UAUCD
00blUKA, OMeKU 20AeHell U CION, Y8eAu1ulcsa 6 o0veme Jcu-
eom. Ilauyuenm ObLa 20CNUMANU3UPOBAH, BPAHU PACUEHUNU
COCMOosIHUe KAK 0CIPO GO3HUKULYIO CePOeUHYI0 Hed0Cmamo-
HOCMb U RPOBOOUAU CUMNIMOMAMUMECKYIO Mepanuio nemie-
BbIMU OuypemuKamu u cepoeunvimu eauxozuoamu. Tlayuenm
ObL ebinucan «c yayuuieHuem». 3a nepuod ¢ 12.11.2009 no

21.12.2010 60abH0il 7 paz Haxoduacs 6 ae4ebHbix yupeicoe-
HUAX C CUMNMOMAMU OeKOMIEeHCauuu cepoeuHoll Hedocma-
MOYHOCMU, HECMOMPSI HA NOCMOSHHbLI nPpUemM 6 amoyramop-
HbIX yCA08UAX hypoceMuda, 6epounupoHa, OU2OKCUHA.
B aseycme 2010 e. nocae nodsema msasicecmu 6vin ommeuer
9NU300 KPOBOXAPKAHbA. 3a 200 00ae3HU nayueHm noxyoen
Ha 17 ke.

YKazaHHBIC CUMITTOMBI YKJTAIBIBAIOTCS B PAMKH OCTPO
BO3HMKIIICH TTPAaBOXEIYIOYKOBOI HEIOCTATOUHOCTH. Ta-
KO€ OCTpOoe HavaJio 3a00JIeBaHMS XapaKTEPHO B MEPBYIO
ouepeab A1l MH(apKTa MUOKap/a 3aaHell CTEHKHU C Iepe-
XOJIOM Ha TIpaBBIi KeIYyI0oUYeK, PE3KOU JeKOMITeHCALINN
IVIATAalMOHHON KapIWMOMUONATUN U TPOMOOIMOOTUH
(TO) B cuctemMy JerouHoit aprepuu (JIA). C yuyetom ot-
CYTCTBWS 3KaJI00 Ha OIBINIKY Y OTEKH B IPOIIJIOM, OTCYT-
CTBUS 0oJiell 3a TPYAMHOM 1 B 00JIaCTU cepillia, a TakkKe
Bo3pacTa 0ojbHOro (43 roga) 6oJjiee OYEBUAHBIM MpPe-
crapisiercst nuartos TO JIA (TOJIA). Peuunusupytoiiee
TeuyeHUe 3a00JIeBaHUSI MOXKET CBUICTEIBCTBOBATH KaK
O TSDKEJIOM TOpaXeHWM MWOKapla M, KakK CJCICTBHE,
KPaTKOBPEMEHHOM TIepHOIe KOMITEHCALIMU, TaK W O T0-
BTOpHBIX TO B cuctemy JIA.

Anammne3 xcuznu. Obpazosanue cpednee cneyuaibHoe, no
npogeccuu — neKmMpuK, 8 Hacmosuee 8pems — UHBANUO
11 epynnoi. Ha npomsxcenuu 12 nrem 604vHOU npogeccuo-
HAABHO 3AHUMAACS AbIICHBIM cnopmom. M3 nepeneceHHbix
3a0604e6anuil — annenosxmomus 8 18 niem. M3 epednvix npu-
8bIMEK NAUUEHMA CAedyem OmMemums Kyperue:  NocAeoHull
200 Kkypun no 9 cueapem 6 deHb, 00 3M020 6 meueHue
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25 nem — no nauke 6 denv. Ankoconem, no ca08am 60AbHO0,
He 310ynompebasem, 00HAKO ommeuaem, 4mo «8 NOCAeOHULl
200 UMb COBCeM OPOCUN».

KypeHue camo mo cebe siBisieTcsl (pakTOpoM pucKa
pPa3BUTHUS MHOTHMX 3a00JIeBaHUI, B TOM YKCJIC MIIIEMUAYe-
CKOI1 00JIe3HU cepila, 00Ie3Hel JIETKMX, OHKOJIOThYe-
CKMX 3a00JIeBaHU. 3JI0yITOTpeOIeHUE AJTKOTOJIeM B aHAM -
He3e T03BOJISIET BKJIIOUNTHh B CIEKTP MpPEIIojlaracMbIX
JIMaTHO30B aJIKOTOJIbHYIO KapIMOMUOIIATHIO.

Cemeiinviii anamues. Mamo 604bH020 yMepaa 6 6o3pacme
65 nem. Cmepmo Hacmynuna cnycms 4 u nociae noseneHus:
CACOVIOUUX CUMNMOMOG. 00blUKA, OMeKU HOo2, HabyXaHue
weliHblX 6eH. Jloub nayueHma ymepaa om He3anHoll cepoey-
Hotl cmepmu 6 18 nem. Cecmpa 3a604eaa ocmpo 6 6o3pacme
30 nem. 3abonesarue Ha4anr0Cb ¢ NOsABACHUS 00bIUKU, OMe-
K08, yseauueHus icugoma 6 obseme. YKkazanHvle CUMIIOMbL
peuuduguposaru Ha hoHe NOCMOSHHOU mepanuu Ouype-
mukamu u cepoeyHvimu eauxosudamu. Yepes 5 nem cecmpa
001bHO20 yMepAa.

IMocne TaTeabHOro N3y4eHus CeMeitHOTO aHaMHe3a
(puc. 1) oueBuaHA Bemylast poJjib HACJAEICTBEHHOCTU B pa3-
BUTUY 001e3HN. OTHAKO BO3PACT MPOSIBIICHUS 1 XapaKTep
TeUdeHMsT 3a00JIeBaHMs Y POICTBEHHUKOB pa3Jaiics. Pac-
CcMaTpuBasi TeHEAJIOTMYECKOe IPEBO, MOXKHO CYIUTH O TUTIE
HacJieoBaHMs: ¢ OOJIBIION BEPOSITHOCTBHIO 3a00jIeBaHUE
repegacTcs 10 ayTOCOMHO-IOMUHAHTHOMY THITY.

53roga,
Ty6epkyne3

65 ner,
BC

35 ner,
5 neT — oTeKu,
aCcLMT, oblLIKA

18 ner, BC

Puc. 1. leneanoeuneckoe opeso (BC — enesannas cmepms)

Dusuraavnoe uccaedosanue. Cocmosnue cpeoneil ms-
acecmu. Teaocaodcenue HopmocmeHnuyeckoe. Hnoekc maccol
mena (UMT) — 23 ke/m?. Koxcuvie nokpossl u euoumvie
cauzucmole 01e0Hble, 8bipadiceHHblll akpoyuarno3. Ommeua-
I0MCs OMeKU CIMON U 20AeHell, HabyxXuiue ueliHble 8eHbl, NO-
A0JcumenbvHulil 6eHHblil nyavc (puc. 2). Ilepugepuueckue
aumpamuueckue yanvl He naavnupyromes. Ilpu ocmompe 06-
saacmu cepoya onpedensiemcs cepoeunvlii moa4ox. Ilpu nans-
nayuu obnacmu cepoua naibnupyemcs cepoedtblil Moa4okK,
BEPXYULCHHDLI MOAYOK MANOAKMUBHbLI, narbhupyemcs 6 V'
Meducpedepbe no cpedHeKaouu4Hol Aaunuu. Ommeuaemcs no-
nocumenvuwtit cumnmom Ilrewa. Ilepkymopro epanuyb
cepouya cmeujeHvbl 6npaeso (+ 5 cm om npasoeo Kpas epyouHst),
HA0 HUMICHUMU OMOenamu NeeKux — NpumynieHue nepKymop-
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Hoeo 38yKa. Jlbixanue 8e3uKyiapHoe, 0CAA0NeHHOe 8 HUICHUX
omaenax neekux c yposrs VII pebpa. [lepsviii mon na meue-
8udHoM ompocmke ocaabaen. Akuenm u ukcuposaHHvoe
pacuenaenue 6mopoeo mona Hao JIA. Cucmoauveckuil uiym
Ha JIA. BoicokouacmomHblil Oylouull KopomKuili Ouacmonu-
ueckuil wiym Ha JIA, nposodsuuiics 60046 1€6020 Kpas epy-
OJunbl. Cucmoauveckuil Wym Ha Mede@UOHOM OMpPOCMmKe,
yeuausarouwuiics Ha édoxe. Apmepuanvroe daenenue (A1) —
85 u 60 mm pm. cm., wacmoma cepoeUHbIX COKPAULCHUL
(4CC) — 74 6 munymy. B OprowHoll noaocmu nepKymopHo
onpedensemcs ywcudkocmo. Ileuenv na 4 cm evicmynaem u3-
noo kpas pebepHoil dyeu, npu NALbnayuy Kpail poeHulil, No-
sepxrHocmo enadkas. Cenezenka ne nansvnupyemcs. Cumnmom
Ilacmepuauioeo ompuyamenvHulil ¢ 00eux cMopoH.

Puc. 2. Habyxwue weiinvie geHvl, aKkpoyuanos

JlaHHbIe (DU3NKATLHOTO MCCIICIOBAHMS B TIEPBYIO OUe-
pelb CBUAETENIBCTBYIOT O IEpEerpy3Ke IMpaBbIX OTIEJIOB
cepalia: onpenessieMblil Ha IJ1a3 cepaeuHbIii TOJUOK, pac-
IIAPEHNE TPaHUII Cepria BIIPAaBo 0 5 CM OT ITPaBOTo Kpas
TPYIWHBI, HAOYXIIIMe IICHBIC BEHBI M ITOJOXKUTEIbHBINA
BEHHBII MyJIbC, MOJIOKUTEIBHBIN cumIiToM [Tirenra — Ha-
OyxaHWe IIeMHBIX BeH IPU HaIaBIMBAaHWUKM Ha IICYECHbB.
TpukycnuaaabHas perypruTalns, Ha KOTOPYIO YKa3bIBalOT
ocabJieHre MepBOTro TOHA Hal MEYEBUIHBIM OTPOCTKOM
W CUCTOJIMYECKUI IIyM, YCHUIMBAIOIINICS Ha BIoxe (10-
JIOXKUTEIbHBI cumnToM Puepo—Kopsainio), odycios-
JIeHa OTHOCUTEJIBHOI HETOCTATOYHOCTHIO TPEXCTBOPYATO-
ro KjalaHa ¥ TOATBEpPKIAeT HaJIMuue BBIPaKeHHOM
IWIaTaluy MpaBbix Kamep. OCcMOTp TakKKe ITO3BOJISICT
BBISIBUTH BbicOKOe naBiieHue B JIA (IIJIA), o uem cBuie-
TEJIBCTBYIOT aKIEeHT U (DUKCUPOBAHHOE pacIlellJicHre
BTOporo ToHa Haj JIA, cuctoandyeckuit mymM Hag JIA u Ko-
POTKMIA BBICOKOYACTOTHBIN AYIOIIUNA AUACTOIUYECKUAMN
wyMm Han JIA (mym Ipsxema—Cruiina), KOTOpbId acco-
LIMUPOBAH C HEAOCTAaTOUHOCThIO KilanaHa JIA. Bropoii ToH
HaJl a0pTOil TTPAaKTUIECKN HE YJIaBIMBaeTCs, CUCTEMHOE
AJl 85/60 MM PT. CT., OJHAKO IPU ITOM CBOE CAMOYYBCTBUE
0OJTLHOI OLIEHNBAET KaK «HOPMAJIBHOE», TOJIOBOKPYKEHUST
He OIIYIIAET, CJIeIOBATEeIFHO, TTAIIMEHT agalTUPOBaH K Ta-
KUM HU3KKM ToKa3aTesiM aaBieHus. Ha 3acToit mo 60Jib-
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LIOMY KpPYTY KPOBOOOpAIlleH!sT YKa3bIBAlOT OTEKU CTOIT K
roJIeHel, BRIpaXKEHHBII aKPOLIMAaHO3, BBICTYIAaHUE TTEYeHN
Ha 4 cM U3-TI0/1 Kpast peOepHOii TyTu, IepKYTOPHO oIpee-
JIsieMblid aciuT. [1aToornyeckx M3MeHEHHI CO CTOPOHBI
JIETKUX He BbIsIBJIeHO. [IpuTyIieHre epKyTOPHOTO 3ByKa
B HIDKHUX OT/IeJIax JIETKMX MOXHO paccMaTpUBaTh B paM-
KaX TMIPOTOpaKca Kak IPOsIBJICHHUsI TTPaBOXETYI0UYKOBOM
HEI0CTaTOYHOCTH.

JlaHHbIE OOBEKTMBHOTO HCCJEHOBAHUS IMO3BOJISIOT
MPENITOJIOKUTD, YTO TIPUUMHON Pa3BUTHS TSKEJIOM TTPaBo-
JKEJTYIOYKOBOIM HEIOCTAaTOYHOCTH TOCHTyKMJa JeTouHast
runeptensus (JIT).

Huxe npuBeneHa kinaccudukauus JII, npencraBieH-
Hasl B KJIMHUYECKUX PEKOMEHIAILMSIX TI0 TUarHOCTUKE
u neyenuto JIT [2].

Knunuyeckas knaccudpuxauusa JIr

1. AptepuanbHas JIT'

1.1. UauonaTuueckas

1.2. Hacnenyemasi

1.3. BbI3zBaHHAas MpHUEMOM JIEKapCTB U TOKCMHAMU

1.4. AccouuupoBaHHas:

— C CUCTEMHBIMHU 3a00JIEBAHUSIMU COCTUHUTEILHOMU
tKaHu (C3CT)

— BUY-unpekiueit

—
L e

— MOPTaJbHOM TUIIEPTEH3UEN

— BpOXIeHHBIM nopokoM cepama (BITC)

— IKMCTOCOMO30M

— XPOHUYECKOI FeMOJIUTUYECKO aHEMUEN

1.5. IMepcuctupytowas JII' HOBOPOXKAEHHBIX

1.6. JlerouHast BEHOOKKJIIO3MOHHast 60JIe3Hb

1.7. JlerouHblit KanWUISIPHBIN TeMaHTMOMAaTO3

2. JIT BcnencTBUe MaTOJOTUU JIEBBIX OTIEIOB ceplia

3. JIT BciencTBue MaToIOTMu JIETKUX W/ YT TUTIOKCEMUN

3.1. XpoHunueckasi oOCTpYKTUBHasi 0O0JI€3Hb JIETKUX

(XOBJI)
3.2. MHTepcTuLiMaibHble 00Je3HU JErKUX
3.3. Ipyrue 3a0o0ieBaHUSI JIETKUX OOCTPYKTUBHO-
PECTPUKTUBHOTO XapakTepa

3.4. HapylueHust AbIXxaHUS BO CHE

3.5. CuHApOM aibBEOJIIPHOM TMMOBEHTUIISILIMUA

3.6. Boicokoropnas JIT'

3.7. AHOMaJIMY pa3BUTUS

4. JIT, BbI3BaHHas1 XpoHU4Yeckoii TO B cucteme BeTBeil JIA

5.JIT ¢ HesicHBIMU MeXaHU3MaMU pa3BUTHUS (reMaTo-
JIOTUYECKUE, CUCTEMHBIE, METaDOIMUYECKUE U IPYTUe 3a-
OosieBaHUS)

B xoae nuarHoctuyeckoro noucka (puc. 3) HeoOxo-
IUMO HAUTU MpUYMHY 3a007eBaHUs WU, UCKITIOUUB BCE
BO3MOXHbIE, MPUNATU K IUarHo3y uarnonatuyeckoit JIT.

Puc. 3. Dmanwvt duaenocmuueckoeo noucka [2] (DKI' — asexkmpokapouoepagpus, DxoKI' — axoxapouoepagus, Re — penmeenoepagpus opeanoe epyo-
Holl knemku, MCKT — myavmucnupanvras komnetomepras momoepagus, KT — komnsromepras momoepaghus, JIVIA — dasnenue 6 neeounoli apmepuu,

J3JIA — Oasrenue 3aKAUHUBAHUS N€20MHOU apmepulU)
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Pe3ynbmambl pymuHHbIX MemopoB nabopamopho-

UHCMpyMenmanbHoro obcnenoBanus

Kaunuueckuii anaauz Kpoeu: >spumpoyumo. —
5,130 x 10"%/a, eemoenobun — 141,6 2/a, eemamoxpum —
42,74 %, neiikouyumot — 9,1 x 10°/n, neiimpoghunvt — 52,84 %,
aumepouumor — 36,96 %, monouyumor — 8,67 %, 303unopunb —
1,09 %, 6asogpunvt — 0,44 %, mpomobouumor — 138,1 x 10°/a,
ckopocmu ocedanus spumpouyumos (CO2) — 7 mm/4, usemo-
6oil nokazamens (L[I1) — 0,52.

buoxumuueckuii ananuz kposu: Na — 139,8 mmonnv/a,
K — 4,82 mmons/n, kanvyuii — 2,47 Mmons/n, araHuHoeas amu-
Hompancgepaza (AJIT) — 20 EJl/a, acnapamunosas amuHo-
mpancpepaza — ACT — 24 EJl/a, kpeamunghocghoxuna-
3a (KOK) — 59 Ell/n, obwuii 6erox — 6,5 2/0n, anvoymun —
3,82/0n, enroxoza — 98 me/on, kpeamunun — 1,2 me/on, oouguil
ounupyoun — 0,7 me/0n, npamoil buaupyoun — 0,2 me/on, 06-
wiuil xonecmepun — 112 me/0on, scene3o — 57 mke/on.

Koazyaoepamma: akmusuposantoe yacmuuroe mpomoo-
naacmunosoe epems (A4TB) — 1,29, npompombunoswiii ux-
dexc (IITH) — 84 %, pubpunoecen — 2,17 e/a. Tpomburogoe
epems (TB) — 38 (27—33) ¢, TB c npomamuna cysvghamom —
20¢c, DM-mecm (OM — @ubpun-monomep) > 20 mxe/ma
(Hopma — < 20 mxe/ma).

Obwuii anaauz mouu: pH — 5, omnocumenvhas niom-
Hocmb — 1014, 6enok — caedvl, caxap, auemor — Hem, Jceay-
Hble nueMenmbl — Omp., YpoOUAUH — HOPMA, SNUMEAUANbHbIE
KAeMKU NOAUMOPGYHbIe, NAOCKUE — HeMHO0e0, Aelikoyumbl 01—2
6 n/3p, apumpoyumsl — 01—2 6 n/3p, okcaramol, bakmepuu,
CAU3b — HEMHO2O.

Anaauz mouu no Heuunopenxo: pH — 6, 6enox — nem,
setikoyumst — 500, spumpoyumost — 500.

Puc. 4. Dnexmporapouoepamma 60161020
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AKT: cunycosviii pumm. YCC — 81 6 munymy. Omixno-
HeHue anekmpuueckoll ocu cepoua (D0C) enpaso. Ampuo-
eenmpukyaspras oOnoxada I cmenenu (PQ 0,26), 6aokada
npaesoii Hoxcku nyuxa Tuca. Ilpusnaku duramayuu u nepe-
epy3Ku npaswvlx omaoenoes cepoya. Pyoyossie usmenenus muo-
Kapoa 6 60k060il cmenke. Boipasicennvie usmenenus Mmuokap-
da 6 3a0Hell cmenke necoeo xceaydouka — 3CJIK (puc. 4).

Penmeenoepagus opeanos epyonoii kaemxu. Ha 0630p-
HbIX PEHMeeHO2PAMMAX 8 NPAMOU (puc. 5a) u 1e6oil 60K080Il
(puc. 56) npoekuyusax 6 recKux o4azo08vlx U UHGUALMPAMuUe-
HbIX U3MeHeHUll He 3apeeucmpuposaro. Cocyducmbiil pucy-
HOK HecKobKo oboeaujer. Bo3dyuinocmb ne2ouHoll mKanu
nosvluieHa, pempocmepHaIbHoe NPOCMPAHCMEBO PACULUPEHO.
Kopnu ne pacwiupensi, cmpyxkmypHol. 2Kudxkocmu 6 nies-
PanbHbIX NOAOCMSX He 8biaeneHo. uagppaema uemkas. Cepo-
ye ¢ npusHakamu eunepmpoguu neevix omoenos. Aopma
YHAOMHEeHA.

ITpu pyTiHHOM J1abOpaTOPHOM MCCIETOBAaHUU B 00-
1IeM aHaJIM3e KPOBU OTMEYAeTCs JIMIIb HE3HAUUTETbHOE
cHXeHue TpoMoouuToB 10 138,000/1. YpoBHU Jeiikouu-
TOB M 3PUTPOILIMTOB COOTBETCTBYIOT BEPXHEU TpaHMUIlEe
HopMbl. [TokazaTenn GMOXMMUYECKOTO aHaIn3a KpOBH,
3a UCKJTI0YeHUEM HU3KOTO YPOBHST OOIIIETO X0IeCTeprHa,
B HopMe. B koaryiorpammMe, Hapsiy ¢ yMEpEeHHOM TUIIO-
KoaryJsuueit (Ha oHe Tepanuu hpakCcCUunapuHoM), MpU-
CYTCTBYIOT IPU3HAKK aKTUBALIMK ITPOLIECCa CBEPThIBAHUS,
0 yeM cBuaeteabcTByeT @M-tect > 20 MKr/Mit. CKIOH-
HOCTb K TPOMOOOOpa30BaHUIO TTO3BOJISIET TIPeIioIaraTh
TO B cuctemy JIA. C yyeToM ceMeifHOTO aHaMHe3a 00JIb-
HOTO HEOOXOIMMO MCKJIIoYaTh HACIEICTBEHHYIO (opMy
TpoMOODWINH.
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Puc. 5. Penmeenoepamma opeanos epyoHoil KaemKku: a — NpsAMAs NPOeKUusl, 6bl-
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Puc. 6. Daexmpoxapouoepamma é omeedenusx V7—9

oyxanue dyeu JIA; 6 — 60K06as npoexuyus, pacuiuperue pempocmepHanbHO20 NPo-

cmpancemea

BoipaxeHHyI0 neperpy3ky MpaBbIX OTIAEJOB Cepilia
MOATBEPXAAET /eKTpoKaparuorpamma: otkioHeHrue 30C
BIIpPaBO U TOJHas OJioKada MpaBoil HOXKU Tydyka l[uca,
P-pulmonale B otBenenusx I1, 111, V1—-3. B ¢Bs13u ¢ Hanu-
YreM pyOLIOBbIX U3MEHEHUI MMOKapaa B O0KOBOI CTEHKE
(otcytcTBHME HapacTaHusl R-3y011a) U BbIpa>k€HHBIX U3Me-
HeHuit Muokapaa B 3CJIZK mist uckimoueHus: nHgpapkra
3aJiHel CTEHKU 3JIEKTpOKapAuorpamMma Obljia CHsITa B 10-
MOJHUTENbHBIX OTBeneHusIXx V7—9. Ha npeacraBieHHOM
aJeKTpoKapauorpaMmme (puc. 6) JaHHBIX, TOATBEPXKIAIO-
IIKUX HATMYKUe MHDapKTa MUOKapaa 3aAHEN CTEHKU, HeT.

CTpaHHBIM OKa3ajics TOT (PaKT, YTO IPU PEHTIEHOJIO0-
TUYECKOM HCCIIEOBAHUU OPraHOB IPYIHON KJIETKU HE
OBLIO BBISIBICHO 3HAYMTEIBHOTO CMEILIEHUSI TPAHUIL CePI-
11a BpaBo. OgHaKO OTMEYaIOCh paclIMPEeHUe PETPOCTEP-
HaJIbHOTO MPOCTPAHCTBA, COOTBETCTBYIOLIETO JIOKATU3a-
1y npasoro xenayaouka (IT2K). Ha nanmuuue Beicokoit JIT
YKa3bIBalOT TaKue MPU3HAKU, KaK BblOyxaHue nyru JIA,
o0eHeHre COCYIMUCTOro pUcyHKa 1o nepudepun. Kpome
TOTO, MO PEHTTeHOTrpaMMe JIETKUX MOXKHO C BbICOKOH J10-
JIeil BEpOSITHOCTU UCKITIOUUTh COOCTBEHHO OOJIE3HM JIeT-
KMX KaK MpuuKrHY nosbiiieHust JIJIA, 4yTo moarsepxaaer-
cs TakKe pe3yJbraTaMM O0LIEro OCMOTpa.

YnuBUTENbHBIM OBLIIO OTCYTCTBUE U3MEHEHUI B JIer-
KUX TIPU CTOJIb JUTUTEIbHOM CTaXe KyPEHUS, «UIeaTbHbI»
OMOXMMUYECKU aHAIU3 KPOBU U OTCYTCTBUE MPU3HAKOB
HapylieHus1 GYHKIUU MEeYeHU TPU 3JI0YIOTpeOIeHUU
aJIKOroJieM B aHaMHe3e.

B xone nanbHeiero oocnegoBaHus HEOOXOIUMO UC-
KJIIOUUTh BCE BO3MOXKHBIE MPUUYMHBI MOBbILIeHUsT JIJIA,
T. €. BropuuHbie hopMbl JIT. BeIsIBUTE cicTeMHBIE 3a00.1e-
BaHMSI COeIMHUTENIbHOM TKaHu, BUY-undekumio, BUpyc-
HbI€ TeMaTUThI TO3BOJISIET CEPOJIOTMYECKOE NCCeIOBAHKE.
Onnako 6oee yeM y 40 % 601bHBIX ¢ nauornatndeckoit JIT
OIpENeJISIIOTCS aHTUHYKIIeapHblie aHTuTena (AT) B HEBbI-
cokux tutpax (1:80). O6HapyxeHue AT K pochonunuaam
U KapIAUOJIUIIMHY, BOTYAHOYHOI'O aHTUKOATYJISTHTA CBUJIE-
TeJIbCTBYET B I0JIb3y TpoMOopuinu. CummnromMst JII MoryT
OBbITh TEPBBIM IMPU3HAKOM 3a00J€BaHUU TMEeYeHU, UMU
MOTYT COIPOBOXKAATHCS HAPYLIEHUST QYHKIIUU IIIUTOBU/I -
HOM XEJIE3bl.

Topmonvt wgumoeuodnoii xceaezvr: T4 — 14,6 nmonv/n,
mupeomponnwiii 20pmor (TTI) — 2,78 mx ME/x.

Hmmynoaoeuneckoe uccaedosanue: peemMamouoHbulil (hax-
mop (P®@) — omp., C-peaxmusnuviii 6erox (CPB) — omp.,
aumucmpenmonusun-0 — 0, komnaemenm — 36 (20—40) eem.
ed., IgA — 210 (50—300) me/on, IgM — 105 (40—200) me/0n,
1gG — 1500 (600—2000) me/01. ANA — omp., AT k HamueHoii
JHK (koauwecmeo) — 0,17 (0—20) ME/ma. AT k kapouo-
aununy (ATkKJI) IgM — 0,01 (0—7) ME/ma, ATk KJI IgG —
2,96 (0—10) ME/ma. IgE — 15,78 (0—100) ME/ma. TIpocmam-
cneyugpuueckuii anmueer (TICA) oowuit — 0, 18 ne/ma. Komnaekc
ceponoeuneckux peaxyuil (KCP) na cugpuauc — omp., HCVAb —
omp., HbsAg — omp., BUY — omp.

OTKJIOHEHWI OT HOPMBI TIPY UMMYHOJIOTUIECKOM VIC-
CJIeTOBaHUM He 0OHApY»KeHO, YTO C BBICOKO JTOJIei BEpOSIT-
HocTu mo3BojisieT Uuckmountb C3CT u MHGbEKUMOHHbIE
00JIC3HM, CUMITTOMBI KOTOPBIX TaKKe OTCYTCTBYIOT. TWTp
ATkKJT — B mpeaenax HOPMbI, OMHAKO OCTPOE HavyaIo 3a-
0oJIeBaHMsI, YaCThIe PELIMINBbI, aKTUBAIIMSI TIPOLIECCOB CBEP-
TBIBaHUSI HE TTO3BOJISIIOT UCKITIOUUTh TO B cuctemy JIA.

OueHuTh pazMepsl kamep cepaua, IJIA, crereHs pe-
TYPrUTalMy Ha TPEXCTBOpYATOM KJjlallaHe W KiaraHe JIA
MO3BOJIUJIO NMpoBeaeHue DxoKI-uccnenoBanus.

IxoKTI: sesoe npedcepoue (JIII) — 30 x 33 x 55 mm,
V< 50 ma. Aopma ynaomuena. Hyea aopmor — 25 (20—26)
MM, duamemp aopmel HA YpoeHe CUHycoé Baavcanvevr —
30 (24—39) mm, cunomybyaspruiii omoen — 26 (21—34) mm.
Jleswiii acenydouek (J12K): koneuno-ouacmonuveckuil pasmep
(KIP) — 35 (37—53) mm, KoHeuno-ouacmoauueckuii 0osem
(KIIO) — 45 (96— 157) ma, koHeuro-cucmonuveckuii 0osem
(KCO) < 15 (33—68) ma, yoapusiii o6sem (YO) — 30 ma,
@paxuyus eviopoca (PB) > 60%, moawuna 3CJIK —
10,5 mm, moawguna medxcucesy0ouKo8oi nepeeopooxu
(M2KII) — 9 mm. Boipaxcennas D-obpaznocmo JI2K, napa-
dokcanvHoe deuxcenue MZKII, npaeswiii ycenydouex (I12K)
3Hauumenvro npesviuiaem JI2K, I12K ynacmeyem 6 chopmupo-
eéanuu eepxyuiku (puc. 7a). Ilpaeoe npedcepoue (I111) —
71 x 74 ymm, II2K — 41—60 mm. Cucmonuueckoe JJIA
(CIUIA) — 84 (+ 15 — Oasaenue 6 I111) mm pm. cm., dua-
cmoauueckoe JUIA (IZUIA) — 21 mm pm. cm. (puc. 78). JIA —
36 mm. MumpansHblii Kaanan — cmeopKu moxKue, pecypeu-
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mauyus 0— 1, ymepennas duacmonuueckas oucynxuyus E/E’
12 (< 6). AopmanvHblii Kranan — mpexcmeopuamolil, MUHU-
Manvublil Kpaesoil uopos cmeopok. Knanan JIA (KJ/IA) —
cmeopku moukue, pecypeumavus 111 cmenenu, mpuxkycnu-
danwubiil knanat (TK) — cmeopku mounkue, nporanc — 8§ Mm,
peeypeumauus 111 cmenenu. O 30nax euno- / akunesa cyoums
mpyono. B norocmu nepuxapda scudkocmo — 100— 170 ma.
JlonoanumenvHole 0cOOEHHOCMU: OMKPbINOE 08ANbHOE OKHO
co copocom Kposu cnpasa Haneeo (puc. 76) ouamempom 0o
Smm. JIII «<nodwcamo» IIII. Moromawas cmeopka TK.
Huxcnas nonas éena — 26 mm, nHa édoxe — 21 mm.

3axarouenue: eviparicenHas ouramayus npasvlix Kamep.
IIpusnaku evipaxcennoeo nosviueHus dasérernus 8 I111. Boi-
cokas JIT.

Hapsiny co 3HaYMTeTbHBIM YBEJTMUEHUEM TTPaBhIX Ka-
mep (ITIT 71 x 74 mm, T12K 41—60 MMm), GbITIO BBISIBACHO
yMmeHbieHue KJIP, KCO n K10 JIZK, uto 00ycioBiaeHO
yMeHbIIIeHHeM Bo3Bpara Kposu B JITT BcaencTBue Hapy-
IIeHWsT KPOBOTOKA B MaJlIOM Kpyre KpOBOOOpAIICHHUSI.
Kpome Toro, III1 HacToabKO yBEIMYEHO B pa3Mepax, uTo
«cmaBiauBaeT» JII1. YMeHbIIIeHNEe HAITOJTHEHUS JIEBBIX Ka-
Mep cepalla MpuBOAUT K HU3KoMmy YO (B 2 pa3a HMXe
HOpMBI). YBeJTMUeHNE TaBJICHUS B IIPaBbIX KaMepaX TakKKe
MpOSIBISIETCS MapagoKcanbHbIM ABMxKeHueM M2KII: B cu-
CTOJTy OHa JIBVIKETCS B CTOPOHY 00Jiee CMIIbHO COKpaIllalo-
1erocs xenyaouka (B HopMme — B ctopoHy JIZK, B gaHHOM
ciyyae — B ctopoHy [12K). OBajibHOE€ OKHO OTKPBLIOCH
CITpaBa HaJIeBO 110 TPaIUeHTY JaBJICHUS 1, TaK Xe KaK OT-
CYTCTBHUE CITaJIcHUs HIDKHEW ITOJION BEHBI Ha BIOXE, SIBJISI-
€TCS KOCBEHHBIM CBHIETEIBLCTBOM BBICOKOTO JaBICHUS
B TipaBbIX Kamepax cepana. CIJIA 6e3 ydyera naBieHUst
B MPaBBIX KaMepax COCTABWIO 84 MM PT. CT., UTO CBUIC-
TeJbCTBYET O BbICOKOM JIT.

OxoKTI'-uccnenoBaHue TakKe MO3BOJIMIO UCKIIOUUTh
BpPOXKIECHHBIEC TTOPOKH CepAlla, B TOM YHCIIe Ie(EKTHI MeXK-
MPEICepPIHON M MEXKETYJ0YKOBOW MEPEropomaoK, Mpu
KOTOPBIX COPOC KPOBM CJIcBa HAIIPABO IIPUBOINT K THIIEP-
TpodUH M TTOCTEAYIONICH TMTaTalliK TTPaBbIX KaMep 1 pa3-
BUTHIO CUMITTOMOB HEIOCTATOYHOCTU KPOBOOOPAIIICHUST
1mo OosiblIoMy Kpyry. Kpome Toro, yiasTpa3ByKOBOE HC-
cinenoBanue (Y3W) cepaua naet BO3BMOXHOCTb KIMHULIM-
CTY OLIEHUTH 3(P(HEKTUBHOCTD TEPAITUH, OPUECHTHUPYSICH ITO
CTEINEeHU yMeHbIlIeHUs1 pa3MepoB Kamep cepaiia u JJIA Ha
(oHe neyeHusI.

HAWHUULUAUNCT

s MCKITFOYeHMsST BO3MOXKHOM ITaTOJIOTUH TIE€UYEeHU
(4TO MaJIOBEPOSITHO, IMTOCKOJIBKY B OMOXMMHYECKOM aHa-
JIM3e KPOBU OTKJIOHEHW OT HOPMEI BBISIBJICHO HE OBIIO0),
a TaKKe MOPTATbHOM TUIIEPTEH3WHU, KaK OJHOM M3 BO3-
MOXHBIX NMpuuurH pa3Butus JII, O6bl10 npoBeneHo Y3
OpraHoB OPIOITHO TTOJIOCTH.

Y3H opeanos oprownoil nosocmu. B bproutnoii nosocmu
onpedensemcs c60000Has xcuokocmo. Heboavuioe xoauue-
CME0 AHCUOKOCIU 8U3YANUZUPYEMCS 8 NPABOM U 1€60M NAeG-
panvhbix cunycax. Ileuens yeeauuena: nesas donst — 66 mm,
npasas doas — 157 mm. Konmypsr pogHble, napeuxuma eu-
nepaxoeenHa, HeoOHopoOHa. Bopomuas éena — 11 mm. Kenu-
HbLi nY36ipb — 07 X 18 MM, CMeHKU YNAOMHeHbL, YMOAUeHbL,
¢ 080LIHbIM KOHMYPOM 3a cuem acyuma. B npoceeme ny3vips
Konkpemenm pazmepom 6,4 mm. Ioodxceayoounas yceneza —
25 x 115 x 125 mm, Koumypst ghecmonuamote. [lapenxuma
8bICOKOU 9x02eHHOCMU. Bupcyneoé npomok He pacuiupeH.
Cenesenxa — 101 x 143 mm, KOHmMYpbL po8HblE, NAPEHXUMA
cpedneil axoeenHocmu. Cene3eHOYHAs 6eHA 8 B0POMAX cene-
3eHku — 5 mm. Ilpasas nouxa — 109 x 155 mm, napenxu-
ma — 17 mm. Koumypwl 6onnucmole, yauie4yHo-10XAHOUHAS
cucmema (41C) ynaromuena. Jlesas nouka — 110 % 158 mm,
KoHmypul 6onHUCmble, naperxuma — 16 mm. YJIC ynaomue-
Ha. Busyanusupyromces eunepaxoeennvie nupamudxu. Huoic-
HsA NoAas 6eHa pacuiupera 00 25 MM, neueHOYHbvle GeHbl —
do 11 mm. 3axarouenue: yseauuenue u ouggyHvie uzmeHeHus
neuenu, JHceNUHOKAMEHHAs 001e3Hb, KOHKPEMEHM 8 JCea4HOM
nyswipe. Xponuueckuii hankpeamum. Ynaomuenue 4JIC no-
yek. Pacwupenue HudicHeil noaoill 6eHvl U NeHeHOUHbIX GEH.
Acuum. JleycmopoHuuii eudpomopakc.

TenmaTomeranust, acCIUT, IBYCTOPOHHUIA THIPOTOPAKC,
paciMpeHne HYDKHEU TT0JI0M BEHBI M MEYeHOYHBIX BEH
SIBJISTFOTCST CJICAICTBUEM 3aCTOMHBIX SIBJICHWM B OOJBIIOM
Kpyre KpoBooOpamieHus. [TaTonormueckux n3aMeHeHi B
OPIOIIHON MOJOCTU, HAJTUUKME KOTOPBIX MOTJIO Obl 00BsIC-
HUTb CTOJIb BbICOKYIO JII, He 0OHapyKeHO.

IMonrBepnnth muarHo3 JII, BEIIBUTH M3MEHEHHMS B JIeT-
KMX, 00YCJIOBJIEHHbIE CUCTEMHBIMU 3a00JIeBaHUSIMU, B 4aCT-
HOCTU BacKyuTaMu, no3possieT KT rpyaHoi KieTKu.

KT epyonoii kaemxu. Ha cepuu axcuanbHbix momoepamm
04a208bIX U UHPUALMPAMUBHBIX USMEHEHULl 8 Ne2KUX He 8bl-
saeaero. [Theemamusayus doneil U ceecmMeHmo8 pasHOMepHA.
Cocyducmoe pycno 0b6edHeHo, HO 6 NPUKOPHEBLIX 0MOenax euod-
Hbl pacuiupertvle U KaK Obl «00pyoneHHvle» cocyovl. bpomxu

o=

T

Puc. 7. Pesyavmamor DxoKI: a — evipancennas ounamayus npagvix kamep, JII1 «nodxcamo» I111; 6 — omkpsimoe oéanvroe okHo; 8 — epaduenm JIJIA
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Puc. 8. KT opeanog epyonoii kaemku: a — onpedeasemcs 3Ha4umenvHoe yeeautenue ecex omoenog cepoua. B cepoeunoii cymxe — gvinom ¢ Hauboavuum
KOAUHeCMBOM 8 NPABLIX OMOeN08 (MAKCUMANbHAS. MOAWUHA 8binoma — 22 Mm); 6 — 3Hauumenvroe pacuupenue cmeona I1JIA 0o 38 mm; 6 — pacuiupenue

JIJIA do 26 mm

npocaedxicervl 00 ypoeHs CyOceeMeHmAapHbIX 6emeell, CMeHKU He
uaMeHeHbl, npoceemul c60000HbL. Tpaxes 6o3dyuina. Cmpykmy-
bl cpedocmenus u KopHell aeekux oughgepenyuposanst. Busya-
AUBUPYIOMCS UHMPAMOPAKAAbHble AUMpamu4eckue y3ivl, Ko-
mopble 8 duamempe He npegvluiarom 3 Mm. Boinoma é ceposnuix
nonocmsax nem. Jlucmku naespvl monkue, poghvle. Onpedensi-
emcs 3HaYUmenvHoe ygeauueHue ecex omoenos cepouyda, 6 cep-
0e4Holl cymKe — 8bINOM ¢ HAUOONLUUM KOAUHECMBOM 8 Npa-
8blx 0mdenax, MAaKCuManbHas MoAWUHa evinoma — 22 Mm
(puc. 8a). Ommeuaemcs 3HaUUMeENbHOE pacuiUperue cmeond
sneeouHoll apmepuu 0o 38 mm, npaeoii JIA (I1JIA) do 28 mm
(puc. 86), aesoii JIA (JIJIA) — 0o 26 mm (puc. 88). B cmenkax
KOPOHApHbIX cocy008 omaodiceHue Kanvyus. Cmpykmypa cke-
Aema uccaedo8aHHoeo ypoeHs bes ocodenHocmeil. B oprouwiHoil
nosaocmu yMepeHHO 8bipadiceHHblll ACUUm.

3axarouenue: KT-xapmuna ymepeHHo2o ebinoma 8 ne-
pukapoe, aenrenus evipadicennoil JII. Acuum.

OO0pallatoT BHUMaHue 00eTHeHE COCYIUCTOrO pycia
¥ BBHISIBJICHWE PACIIMPEHHBIX M KaK Obl «00pYOIeHHBIX»
COCYIOB B NIPUKOPHEBEIX OTAeNaX. JJaHHbIe M3MEHEHUS
MOTYT CBUIETEILCTBOBATh KaK B MOJIB3y TepBruHOM JIT,
Tak U B moap3dy TO B cucteMy JIA. OgHako Takas
KT-kaptuHa xapakTtepHa ckopee Juisi TO KpyImHbIX BETBE,

B TO BpeMsl KaK KJIMHUYECKU MOXKHO IMpearnoaraTsb ¢ 001b-
1Ieil BEPOSITHOCThIO PeLUAUBUPYIOLIYI0 TO MenKux je-
TOYHBIX COCYIOB.

Ha nanHom 3Tame o0ciienoBaHus C BBICOKOU AoJei
BEPOSITHOCTA MOXHO HCKJIIOUUThH 3a00J€BaHUS JIETKUX
U JIEBBIX OTHEN0B cepaua Kak npuunHy JIT, a takxke C3CT,
MaToJOTUIO TEYeHU, MOpTajbHylo runepreHsuto, BIIC,
BUY-unbekiuio.

HacnenctBeHHbIN xapakTep 3a00/ieBaHuUs, OCTPOE Ha-
yajo, peluINBUPYIONIee TeYeHNE, MOBbIIIEHHAs! CKIOH-
HOCTb K TPOMO00OPa30BaHUIO — BCE 3TU (PAKTOPHI MOTYT
yKa3biBaTh Ha Hanuuue TO B cuctemy JIA. Beaynium uc-
TOYHUKOM 3MOOJIOB SIBJISTIOTCS TIIyOOKME BEHBI HIDKHUX
KOHEUYHOCTE! U BEeHbI Ta3a.

B xo00e evinoanenus komnpeccuonnozo Y3H een nuxncnux
KoHeuHoCcmell OaHHbIX, NOOMBEPICOAOUUX HaruUue mpomoo-
3a eny60KUX 6€H HO2, He NOAYHEHO.

Hcknrounts xpoHnueckyio TO B cuctemy JIA MoxXHO
¢ nomonipto npoBeaeHuss KT opraHoB rpynHoi KJIeTKU
¢ KoHTpacTtupoBaHueM. Hapsiay ¢ BoisiBiIeHUEM AeDeKTOB
HAIOJIHEHUS COCYNIOB, UCCJIEAOBAaHKE ITO3BOJISIET OIpee-
JIUTH MeJTbYAiIIIMe U3MEHEHUS JIETOYHOM TTapeHXUMBI, YTO
0COOEHHO BaXKHO B cIyyae sMOOJMU MeJIKUX BeTBelt JIA.

Puc. 9. KT opeanos epydnoii knemku ¢ KOHmMpacmupoganuem: a — Ae2ouHslil cmeon pacuiuper 00 37 mm; 6 — I1JIA pacuupena do 24 mm; ¢ — JIJIA pac-
wupena 00 25 mm
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KT zpyonoii kaemxu ¢ konmpacmuposanuem. Ilpu do-
NOAHUMENLHOM UCCAe008AHUU C GHYMPUBEHHBIM 00NHOCHbIM
KoHmpacmupoganuem deghekmoe konmpacmupogarus JIA 0o
YpOo8HS cybcecMeHmapHvix emeell He 8bisieaeHo. Jlecoumblil
cmeon — 37 mm (puc. 9a), I1JIA — 24 mm (puc. 96), JIJIA —
25 mm (puc 98).

Ouaeo6vix U UHGUABMPAMUBHBIX USMEHEHUTl 8 1e2KUX He
o0Hapyxcero. TIpoxodumocms mpaxeu u 6pOHX08 COXPaHeHdA.
Cmpykmypul cpedocmeHus U KopHell aeekux oughgeperuupo-
sanvl. [lamonoeuueckux obpasosanuii 8 cpedocmenuu U Kop-
HAX NeeKux He 3apeeucmpupoeano. HmmpamopakanvHuie
aumgpamuuecKue y3aol He y8eaUHeHbl.

Buinoma 6 naespanvhvix nonrocmsax nem. Jlucmku nieepol
MOHKUe, POBHble.

IIpasvie omdennt cepoya yseauuenst 6 pazmepax. B no-
snocmu nepukapoa onpedeasemces Jcudkocme. Jlucmiu nepu-
Kapoa MaKcumanbHo cenapuposatul Ha 2 cm Ha yposHe I111.

Onpedensiemcest HepagHOMEPHbLI KAAbYUHO3 NnepeoHell
MedcxHceny0o4K080i 6emau 1e60i KOPOHAPHOU apmepull.

3axarouenue: KT-npuznaku eudponepuxkapoa, ymepeH-
Hoeo pacuuperus JIA. lunamayuu npasvix omoenos cepoya.

B xone nubdepeHIInaTbHOM AMarHOCTUKYA HAMU ObLT
rnocTaBJieH auarHo3 nepBuuHoii JIT. CeMeliHbIii aHaMHe3
¥ U3y4YeHUE TeHeaTOrMYeCKOro JApeBa IMO3BOJISIIOT TTPEATIo-
JlaraTb HacjieAacTBeHHYo ¢dopmy JII' ¢ ayrocoMHoO-
JTOMMHAHTHBIM THIIOM HacjiemoBaHus. OQHAaKO IS MO -
TBEPXKICHUSI HACJIEICTBEHHOIO XapakTepa 3abojieBaHUs
HEOO0XOMMO MPOBeJIeHNE TeHETUUECKOTO UCCIeN0BaHMS
OOJILHOTO U, 0 BO3MOXKXHOCTH, OJIMKANIIINX POACTBEHHU -
KOB, TTO3TOMY O ceMeliHOi (opMe 3a00IeBaHUS MOXKHO
TOBOPUTH TOJTBKO KaK O BEPOSITHOIA.

Cemeiinaa thopma nepBuyHoii Jir

Cpenu Bcex ciaydyaeB uauonarudeckoi JII' Ha goto
ceMeiHO GOPMBI ITPUXOIUTCS OKOJIO 6 %. Xapakrep Te-
YeHUsI 3a00J1eBaHUsI TaKOU Xe, KaK W MpU WauonaTuie-
ckoit JIT. HTepecHO, 4TO BO3pacT Havyajua MpPOsIBACHUI
00JIe3HU BapbUPYeT, a 6J1arogapsi HU3KOM MEHEeTPAaHTHOCTU
JIT miposiBistetcst TobKo y 20 % Hocuteneil n1eheKTHOro
reHa. B psiie ceMeli BepTukaiibHas riepeaada 3a00JieBaHUsI
MPOCJIEKUBAIACH B 5 TIOKOJIEHUSIX TIOJPSIIT, YTO TO3BOJIUIIO
TOBOPUTH 00 ayTOCOMHO-TOMUHAHTHOM THUIIE HacJie10Ba-
Hust. MyTalys 3aTparuBaeT reH, KOAUPYIOIIWi peyenmop
Mopgoeenemuueckoeo 6eaka kocmu muna 2 (BMPR-2),
C KOTOPBIM CBSI3BIBACTCSI MPAHCOOPMUPYIOWUL PaKmop
pocma (TGF-f). DT0oT perienTop Mo3BoJisieT KOHTPOJIUPO-
BaTh POCT U Mpoiudepalnio COCYIUCTON CTEHKU, U JIie-
(bekT B reHe, KOIMPYIOLIEM €T0, TPUBOIUT K aKTHBALINN
MPOILIECCOB TpoMdepanu U TONaBJICHUIO aIoITo3a
B MEJIKHX apTepUSIX MaJIOTo Kpyra KpoBooOpaiieHus. He-
CcMOTps Ha BaxkHy1o posib TGF-f, ocyiiecTBistoniero ceou
(yHk1Mu nipu B3aumonaeiictsun ¢ BMPR-2, B maToreHese
JIT HeMaJIOBaXKHYIO POJIb UTPAIOT U ApYyrue hakTopbl —
KaK reHeTUYecKue, Tak U CO CTOPOHBI OKpYKalolleil cpe-
16l TOUHbIe MEXaHU3MBbI, CBSI3bIBAIOIIINE HATMUME Ae(eKT-
HOTO pelienTopa 1M npoiudepannio KIeTOK 3HIOTEINSI,
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Tadmuua 1. Pyrxyuonanrvrasn kaaccuguxayus JII

DK* XapakrepucTHKA

Her orpannyenuit husnveckoit akTHBHOCTH; OObIYHAS
1 (usuueckast Harpy3ka He BbI3bIBAeT KITMHUYECKUX
CUMIITOMOB

HesnaunreapbHoe orpaHndIeHIe (HU3MIECKOMN
AKTUBHOCTHU; TIPU OOBIYHOM (hU3UIECKOIM Harpy3Ke

11 BO3HUKAIOT CJIa00CTh, OMBIIIKA, 0OJIb B TPYIH,
CHUHKOITATbHbBIE COCTOSIHMSI; B TIOKOE CUMITTOMBI
OTCYTCTBYIOT

BI:Ipa)KCHHOC OrpaHUYCHUEC (1)I/I3I/I‘ISCKOI‘;I AKTUBHOCTU;
1 (I)I/IBI/I‘{CCKB.H Harpy3ka MEHBbIIIE OOBIYHO BBI3BIBAET

CJIa60CTL, OJIBIIIKY, 00J1b B rpyav, CUHKOITIAJIbHBIC

COCTOSIHHSI, B IIOKOE€ CUMIITOMBI OTCYTCTBYIOT

Bo3HUKHOBEHME KIMHUYECKUX CUMIITOMOB ITPU
v MUHUMATbHOU (PU3NIECKON HATPY3Ke; CUMITTOMBI
TT2K-HenocTaTouHOCTH; ONBIILIKA B TOKOE

*PK — gynkyuonanshoiil kaace.

TUTIEPTPODUIO TIIATKOMBIIIEYHBIX KIIETOK U pa3BUTHE (DY~
Opo3a y mauueHToB ¢ nepBuuHoit JIT, ocTaloTCsl HESICHBIMU.

Juarno3 uanonatuueckoit JII' sBasiercsl AuarHo3oM
HUCKJTIOUEHMS, T. €. CTABUTCS TIPU UCKITIOYEHUH BCEX BO3-
MOXHBIX TpyudrH noBbieHust JJIA. TIpu rucronorunye-
CKOM HCCJIEIOBAaHUM COCYI0B Majoro Kpyra KpoBooopa-
IIEHUST BBISBIISIOTCS Mpoudepams KJISTOK SHIOTEINS,
TUIepTPOG S TTIATKOMBIIICYHBIX KJICTOK, AKTUBALIHS ITPO-
eccoB ¢pubdbpo3a. HemanoBaxkHylo poJib B pa3BUTUM TMEP-
BuyuHoii JIT urpaet sHaoTeMaabHast IUCHYHKLIMS, 3aKITI0-
qaronasicst B U30BITOYHOM ITPOIYKIIMH Ba30KOHCTPUKTOPOB
(PHOOTENNH), YMEHbIIEHUN CHUHTE3a Ba30JMJIaTaTOPOB
(TIpOCTALIMKIIMH, OKCHJ a30Ta), aKTUBAIlMA HEKOTOPHIX
PpOCTOBBIX (PaKTOPOB (Hampumep, pakTopa pocta GPudPo-
01acTOB), CTUMYJIMpYIOLIKNX (rdpo3. Kpome Toro, mnoBbi-
mweHue JIJIA camo no cebe BbI3bIBAaeT runepTpoGUIo Taaa-
KOMBIIIIEYHBIX KJIETOK, HapyIIIeHUE CTPYKTYPHI ¥ (DYHKIIAN
SHIOTENNS. B CBSI3M ¢ 3TUM 3HIOTEMABHYIO TUC(HYHK-
LINIO0 MOXKHO paccMaTpUBaTh He TOJBKO KaK OJHY U3 IPH-
YUH, HO U Kak cienctue JIT, o0ycioBauBaroliee qaabHe-
11Iee MporpeccupoBaHue 3adoneBaHus [1, 3].

OLEHUTD TSKECTh COCTOSIHUSI OOJIbHOTO TTO3BOJISIET
dyHkumoHanpHas kiaccudukanus JII, aHanoruvyHas
(GyHKIMOHATbHOI KacCUUKAIIMU XPOHUYECKOM ceped-
HOIt HemocTaTouHOCTH (TadJ. 1).

OLIEHUTH TSKECTh COCTOSTHUS M IPOTHO3 MALIMEHTOB
MO3BOJISIET Mmecm 6-MuHymmou xo0v6nt. B 1eHb MocTyILIe-
HUS 3a 6 MUH Haiu 00J1bHOM mpoiien < 250 M, 4To cOooT-
BercTByeT IV OK.

Kaunuueckuii duaernos. OcnosHoe 3a601e8anue: uouona-
muueckas JIT IV K. Donosoe 3aboreéanue: amepockaepos
aopmul, KOPOHAPHBIX, M03208biX apmepuil. OcA0diCHeHUs:
8MOPUYHO OMKPbIMOE 08AAbHOE OKHO CO COPOCOM Kpogu
cnpasa Hanreso. Hapywenue nposodumocmu cepoya: ampuo-
seHmpukyaapras oaokada I cmenenu, 6aokada npasoil HOJic-
xu nyuxa lTuca. Xponuueckas cepdeunas He0oCcmamouyHoCnb



HAWHAUUKRCT Ne&2011

1IB cmaoduu IV @K no NYHA. Conymcemeyrouue 3a601e6a-
HUS: NHEBMOCKAEPO3, dIMpU3eMa Ne2KUX, CMeamo3 ne4eHu.
KenunokameHnHnas 604e3Hb: KOHKDEMEHM 8 JCeAUHOM nY3bipe.
XpoHuueckuii nankpeamum.

CumnTomMaTnyeckoe jedeHne nanueHTos ¢ JIT

BKJIIOYAET:

— IMYPETUKU JIJIS1 yCTpaHEHMSI OTEYHOTO CUHIPOMA;

— ceplieuHble TJMKO3UAbl Mpu pedpakTepHoil TTK-
HEJI0OCTaTOYHOCTH;

— KHMCJIOPOJOTEPAITHIO TIPU HU3KOI caTypariuy KpoBH,
TaK KakK TUITOKCUS YCYTYOJIsieT BA30KOHCTPUKIIUIO;

— OpaJIbHble aHTUKOATYJISTHTBI B CBSI3U C BBICOKUM
PYICKOM pa3BUTHS TPOM0O03a Ha (DOHE TSTKEION cepraedHoi
HEJIOCTaTOYHOCTH U Te€pariy BHICOKMMU JI03aMHU TeTIIe-
BBIX TUYPETUKOB.

ITaToreneruyeckoe jieueHue namueHTos ¢ JIT

HanpasjieHo Ha cHipkenue JIJIA u ocymecTBiseTcs

C MCIOJIb30BAHUEM CJIEIYIOIHUX CPEACTB:

— HeceJICKTMBHbIC Ba30IUJIaTaTOPbl — OJIOKATOPHI
KaJIbIIMEBBIX KAHAJIOB TUTHIPOITMPUIMHOBOTO U HEJIUTH -
JPOTIMPUAMHOBOTO PSIfA;

— CeJICKTMBHBIE Ba30IMJIaTaTOPbl MAJOro Kpyra Kpo-
BOOOpallleHUsT — OKCHJI a30Ta, cuiiaeHaduy, 603eHTaH,
MperapaThl TPOCTAMKIMHOB 1 TIPOCTaTJIaHINHOB.

Hapymenue cuHTe3a okcuaa azora rpu JII' oobsicHsieT
3¢ (eKTUBHOCTH €T0 UCTIOIB30BaHUSI Y TTAIIMEHTOB C BBICO-
kum IJTA. AHalornuHoe Ba3oauIaTUpylollee I1eicTBre Ha
COCY/Ibl MAJIOTO Kpyra KpOBOOOPAIIEHUST OKa3bIBaeT CUIIIIC-
HaWIT — CeIeKTUBHBIN MUHTUOUTOP (hochommuacTepasbl 5-ro
THUIIA, IEHCTBME KOTOPOTO TAKXKe HAIPaBJIEHO Ha yBEIMUe-
HMe KOHIIEHTpalluK oKcria a3ota. C yueToM HeMaJloBaKHOM
POJIM SHAOTENMATHLHOM TMCHYHKIMU B PA3BUTUM 3a00J1€Ba-
HMSI TTOKa3aHbl ITpenaparbl, 0JIOKUPYIOLIe IeHCTBIE Ba30-
KOHCTPUKTOPHBIX aTeHTOB, OCHOBHBIM 13 KOTOPBIX SIBJISIET-

Csl BHIOTENUH (B MporpaMMmy coBpeMeHHoro JiedyeHust JIT
BXOIUT HECEJIEKTUBHBIN 0JIOKATOP SHAOTETMHOBBIX PElIeT-
TOpOB — 003eHTaH). B CBsI3M ¢ HEAOCTATOYHBIM conepKa-
HUEM Ba30JWIATUPYIOLIMX BEILIECTB B KAUECTBE 3aMEHUTEIA
SHJIOTEHHOTO ITPOCTALIMKIIMHA UCITOJTb3YETCS ATIOIPOCTEHOJ.
K coxaneHnuio, B Hallleil cTpaHe 3TU TpernapaThl ToKa He
BOIILTM B TTIOBCEHEBHYIO MTPAKTUKY 1 IIPUMEHSIIOTCST TOJIBKO
B CIIELIMATM3UPOBAHHBIX KAPIMOJOTMUECKMX LIEHTPaX.

Huxe npencraBieHbl aITOPUTMBI O00pa Tepanuu
namueHTam ¢ JIT' B 3aBUCMMOCTH OT CTETIEHU TSDKECTH 3a-
oonesanus (puc. 10, 11) [2].

Hawuboee mmpoko ucrnosib3yeMoii TpyIIoi Ba3oau-
JIATaTOPOB SIBJISIIOTCSI OJIOKATOPBI KaJIbIIMEBBIX KaHAJIOB
[1]. OngHako Ha3HayaTh 3TU IMpenapaThl BCeM MalueHTaM
¢ JIT Heuenecoobpa3Ho, TaK KaK OHU HE BCeTaa CIocoo-
cTBYI0T cHIKeHuto JIJTA. Kpome Toro, aHTaroHUCThI Kajlb-
ST 00JIafaloT HECeJIeKTUBHBIM Ba30qUIaTUPYIOIIAM
JIEICTBUEM, T. €. PACIIMPSIOT COCYAbl KaK B MajJOM, TaK
U1 B 00JIBIIIOM Kpyrax KpoBoooOpauueHus. I[TalimeHToB xe
¢ JIT ornnyaer HU3KOe cucTeMHoe napieHue (85 u 60 MM
PT. CT.), 4TO Jaxe B CiIydyae ITOJIOKUTEJIbHOTO OTBETa Ha
Tpernapar CTaBUT Bpaya repes CJIOKHBIM BbIoopoM. bosee
TOTO, OJIOKATOPBI KaJbIIMEeBBIX KAHAJIOB OKa3bIBAIOT OT-
pUlLIaTeIbHOE MHOTPOITHOE eiicTBre Ha [12K 1 BBI3bIBAIOT
pedIeKTOPHYI0 CTUMYIISILIUIO CUMIIAaTUYECKOl HepBHOM
cuctembl, yBennuupass YCC B nmokoe.

OcHoOBHas 11eJib MPOBEJICHUS TecTa Ha Ba30peakTUB-
HOCTb — OINpeaeauThb, Oyner au 3¢pGeKTUBHBIM Ha3Ha-
YeHMe aHTarOHUCTOB KaJblvsl. TecT cuMTaeTcst MOJI0XHU-
TEJbHBIM, €CJIM IOoCJe MHTaXsluu okcuaa azota JJIA
CHU3UJIOCH XOTs Obl Ha 15 MM PT. CT. WM CTaJIO HIKE
60 MM pT. cT. B TakoM citydae cyliecTByeT BEpOSITHOCTD
TOTO, YTO ITPUMEHEHME OJI0KATOPOB KAJIbIIMEBBIX KAHAJIOB
oyneT a(p(PeKTUBHBIM.

Tecm na sazopeaxmuenocms c oxcudom asoma. Jlo unea-
aayuu: CIUIA — 68 (+ 15) mm pm. cm., JIJIA — 21 mm

Puc. 10. Areopumm noobopa mepanuu navyuenmam ¢ L u I DK JIT [2]
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Puc. 11. Ancopumm nodoopa mepanuu nayuenmam ¢ 111 u IV OKJIT [2]

pm. cm., cpednee JIJIA — 44,5 mm pm. cm. Tocae uneansyuu:
CIUIA — 70 (+ 15) mm pm. cm., JJUIA — 19 mm pm. cm.,
cpeonee IJIA — 44,5 mm pm. cm.

ITockonbKy pe3ysabTaT TecTa ObLT OTpULIATEIbHBIM,
Ha3HaYeHUEe aHTAarOHUCTOB KaJblIMs COWJIM HELEeIeco-
00pa3HbIM. B KiIMHMKe TpoBoAWIOCh JieueHue: c¢toa — 10,
Jmasukc — 20 Mr BHYTPUBEHHO (B/B) KaxXObIil IeHb C T10-
clenylolmuM TepexoaoM Ha ¢ypocemua B no3e 40 mr
V5 Tabetku, pakcunapud — 0,6 TOAKOXHO (I1/K) ¢ To-
clIeAyIOLIUM TIepexooM Ha BapdapuH — 1 TabeTtka (ue-
JIeBbI€ MOKA3aTeIM MEKAYHAPOIHOTO HOPMAIU30BaHHOTO
otHoleHuss — MHO 2—3), Bepouunupod — 100 Mr yTpom,
ATUJIOK — 12,5 Mr 2 pasa B IeHb (C y4eTOM NePUOANIYECKIX
3IMU30[I0B CUHYCOBOI TaXMKapAauu), AUrokcuH — 0,25 mr
Y5 TableTKu B JAE€Hb C MOCJEAyIolleil OTMEHOM, MaHaH-
TMH — 2 TabJeTKU 2 pa3a B AeHb C MOCAeYIOLIE OTMEHOI.
Ha3naueHue aHTUKOATYISTHTHOM Tepanuu Ob1710 00yCI0B-
JIeHo nopo3peHreM Ha TO B cuctemy BeTBeit JIA, ocobeH-
HO C YY€TOM MPU3HAKOB aKTUBALIMU MPOLIECcCa CBEPThIBA-
HUsI KPOBUM IO JaHHBIM Koaryjiorpammbl (®M-tecT
> 20 MKT/MJT), @ TAK3K€ PUCKOM Pa3BUTHS TPOMOOOOPa30-
BaHWUS y MallMeHTa ¢ BBICOKUM KJIaCCOM CEpIeYHOIN He0-
CTaTOYHOCTHU, HAXOMSIIErocsi Ha Tepanuu MeTIeBbIMU
TAYypEeTUKAMU.

3a BpeMsl MpeObIBaHUS B KJIMHUKE CAMOYYBCTBUE
0O0JIbHOTO 3HAYUTEIBHO YIYYIIUIOCH, YMEHBLIWIUCH OTE-
KU, aCIUT. YBEJIUYUIACh TOJEPAHTHOCTh K (DU3UUYECKUM
Harpyskam: pe3yJbTaT MOBTOPHO MPOBEAEHHOrO TeCTa
6-MUHYTHOI XO[bOBI TIOC/IE 2-HENETBHOTO Kypca JICUeHUsT
obu1 > 400 M. TTonoxuTeapbHass TMHAMMKA MOATBEPXKIa-
Jlach pe3yJbTaTaMy UHCTPYMEHTAIbHBIX METOIOB MCCIe-
noBaHus. [To naHHbIM Dx0KT-uccnenoBanus, mpoBeaeH-
HOTO B JMHAMMKe, 3apeTUCTpupoBaHO cHuxkeHue IJIA
(COJIA — no 63, IJJIA — 10 17,5 MM PT. CT.), yMEHbIIIE-
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Hue B pa3Mepax npasbix Kamep (ITIT 62—72 mm), yBeaunde-
nue KJAP JIXK (10 5,6 cm). KoarynorpaMma B JUHAMUKE:
AYTB — 1,19, IITHU — 82 %, dubpuroren — 2,75 /7,
MHO — 2,2. ®M-tect — < 20 MKT/MJL.

Tem He MeHee, HeCMOTPST Ha KITMHUYECKOe YITydlleHre
COCTOSTHUST OOJIBHOTO, 3HAYMTEIbHOE YMEHbBIIIEHHUE CTeIle-
Hu JIT, mporHo3 marnmeHTa ocraeTcsl HeOJIaronpusiTHBIM
(Tabn. 2).

Cpenu onepaTUBHbBIX METOAOB JieueHUs JII' BbIIEISIOT
TPEICEePIHYIO0 CENTOCTOMMUIO, TIEPecanKy JEerKUX W Iepe-

Tadmaua 2. lllkana ouenku npoernosa [2]

Cumnromsr [TXK-

Hert Ectb
HEIO0CTaTOYHOCTH
BT I Mennennas Brictpas
CHMITTOMATUKK
CUHKOTNaJIbHbIE Her o
COCTOSIHUST
@K -1 -1V
Tect 6-MUHYTHOI S 500 <300
XOJBObI, M
KaparomnynsMoHaTbHBIT >15 P
TECT, MJI/MHH/KT
BNP/NT-pro-BNP N, okono N 3HAYUTENBHO

TTOBBIIICH

Hasnenue B ITIT
>15 MM pT.CT.;

Japnenue B 11T
< 8 MM PT. CT.;

Temonuuamuka CepIeYHbI CEpIEYHBII
MHIEKC MHIEKC
> 2,5 1/MuH/M? < 2,0 1/mMuH/M?
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caJIKy KOMILIeKca cepalie—ierkue. Mcrob3oBaHue orepa-
TUBHBIX METOJIOB ITOKA3aHO TOJIBKO ITPY Hed(P(HEKTUBHOCTH
ONTUMAJIBHO TTONOOpAaHHON KOHCEPBAaTUBHOM Teparuu.
IpencepaHast cEeNTOCTOMUST CO3IAET IITYHT CO COPOCOM KPO-
BM CIIpaBa HaJeBO, YTO, C OJHOI CTOPOHBI, YMEHBIIAET
Harpy3Ky Ha IpaBble OTIEJNbI cepiila, a ¢ Apyroil — cro-
COOCTBYeT YBEJIMUEHUIO CepIieuHOro BriOpoca. JlaHHast orte-
palms TIPOBOAMTCS TIepell OCHOBHBIMU OIEPAaTUBHBIMU
BMeIIIaTeJIbCTBAMK — TPaHCIUTAHTAIIEH JIETKIUX VT KOMIT-
Jiekca cepjre-jerkue. [IpoTruBoIioka3aHueM K TpaHCIDIaH-
tauuu nerkux sasisercs CIJIA > 60 MM pt. crT. [2].

3anniovenue

1. AuarHo3 uauonarudyeckoit JIT' ctaBUTCS TOIBKO
B cJly4ae, eCJid MocJie MOJHOro KOMILIeKca 00cieq0BaHUs
npuurHa nosbiieHus: JJIA octaeTcsi HeBBIICHEHHOI.
CrnoxHocTb nuddepeHIIMaTbHON IMarHOCTUKU 00YCIOB-
JIeHa IIMPOKUM CIEKTPOM 3abosieBaHUI, OMHUM U3 MPO-
siBJIeHU# KoTopbix sBiasiercst JII. Haunboiiee BeposiTHBIM
B JAaHHOM cJly4yae MpeacTaBisieTcs] AMarHo3 HacJleICTBeH-

Ho#t opmbl nepBuyHoit JIT. O06s13aTeIbHBIM SIBJISIETCS
o0cienoBaHue eTeil malureHTa Ha MpeaIMeT BbISIBJICHMUS
nosbilieHHOTO JAJIA. [11s1 moATBepKASHUSI HACIeICTBEH-
HOTro XapakTepa 3a0oJjieBaHUSI HEOOXOJMMO MpPOBeNeHUE
TE€HETUYECKOI0 MCCeNoBaHUS OOIBHOTO U €ro OJrxKaii-
X POICTBEHHUKOB.

2. HecMoTps Ha nosiBJIeHUE CEIEKTUBHBIX Ba30auIa-
TaTOPOB MaJIOro Kpyra KpoBooOpallleHus, HauboJee 1u-
POKO B Hallleil CTpaHe MCMHOJIb3YIOTCS OJIOKATOPhI Kajlb-
LIMeBbIX KaHajaoB. IIpuMeHeHUe dTUX MpenapaToB
Hebe30MmacHo U JajieKo He Bcerna 3 (MeKTUBHO.

3. CumrmToMaTrIecKasl Tepanust B/B BBOTMMBIMU TIET-
JIEBBIMU AUYPETUKAMU I103BOJISIET 3HAYUTEIbHO CHU3UTh
JJTA (CIUTA 3a 2 Hen jiedeHUsT CHU3WIIOCh Ha 21 MM PT. CT.),
YTO COMPOBOXKIACTCS KIMHUYECKUM YAydllIeHUEM (TTallueHT
niepetes u3 [V OK B I).

4. OnHaKo, HECMOTPS Ha TaKOil ycrex Teparnuu, rmpo-
THO3 ocTaeTcs HeOmaronpusATHbIM. CUMIITOMBI CepAeYHOM
HEIOCTaTOYHOCTU OBICTPO PEUMIUBUPYIOT B OTCYTCTBHUE
B/B BBEIICHUSI METIIEBBIX JTUYPETUKOB.
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