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BporkaeHHaA remopparvyeckaa TeneaHrnak-

Tasua (bonesHb PeHplo- Ocnepa, PeHato-Ocne-
pa-Bebepa) - 3T0 ayTOCOMHO-AOMUHaAHTHOe 3abo-
NIeBaHUE, XapaKTepu3ytoleeca MHOXECTBEHHbIMM
TENIeAHTNIKTA3ZUAMM KOXKM U CAU3UCTbIX 060/104EK,
a TaKXKe remopparMyeckMm CUHAPOMOM Pa3HOM
nokanmsauum [1]. 3aboneBaHue nepegaetca no
ayTOCOMHO-AOMWHAHTHOMY TUMNY HacneaoBaHuUA.
Yawe BcTpeyvaeTca retepo3mrotHaa ¢opma. Cyute-
CTBYIOT 2 TMMa MyTauMu: NepBOro TMna — MyTtauma
B reHe, Kogupyouiem obpasoBaHMe membpaHHOro
IIMKONPOTENAa SHAOTE/IMHA, PACNONOXKEHHOro B 9
XPOMOCOME; BTOPOro TUMna — MyTauma B reHe akTu-
BMHONOAOOHOroO peuentopa 4na pepmeHTa KMHa3bI
| (AJIK 1), pacnonoxeHHoro B 12 xpomocome. 310
NPUBOAMUT K PACLUMPEHMIO NPOCBETA MUKPOCOCYAOB,
HEeno/IHOLEHHOCTM 3HA0TeNUA, NOKAbHOM AnnaTa-
LMW NOCTKANUANAPHOW BEHY/bl, PACTAMKEHUIO CTEH-
KM apTepuonbl, GOPMUPOBAHUIO NPSIMOro coeanHe-
HUA BeHYAbI [8]. MexaHM3M peanm3aummn pasanyHbIX
reHeTnyeckmx gedektos npu 6onesHn Penpro-Oc-
Nlepa OKOH4YaTenbHO He BblACHeH. [lpeobnagaet
npeacTaBieHne O BPOXKAEHHOW HeLoCTaTOMHOCTM
Me3eHXMMbI, 0OYyCNOBANBAIOLLEN BO3HUKHOBEHUE
TeneaHrnaktasui [8]. Cocyamucraa cTeHKa JuLie-
Ha MbIWEYHbIX N 31aCTUYECKMX BOIOKOH, COCTOUT
MoYTM U3 OAHOrO 3HAOTENUA U OKPYMKEHA PbIXN0M
CoeauHUTENbHOM TKaHbto [3, 8]. BeHynbl 1 Kanun-
NApbl, KOTOpble 06pa3yoT TeneaHrnakTasnum, pesKo
MCTOHYEHbI, NOCTKANUANAPHbIE BEHY/bl pacliunpe-
Hbl M aHAaCTOMO3MPYIOT C apTeEpPMOIaMM Yepes Ka-
NUNNAPHbIE CETMEHTbl. ApTepmnanbHO-BEHYNAPHbIE
aHACTOMO3bl — XapaKTePHbI Npu3HaK 3abonesa-
HMA. OTMEeYalTCA TaK e AereHepaTMBHble M3Mme-
HEHWA Me3eHXMMbl (paspbixNeHne CcoeaAnHUTENb-
HOM TKaHW), CKONJIEHME NENKOLUMUTOB U TMCTUOLMTOB
BOKPYr COCYA0B, HElOPa3BUTME COCOYKOB KOXMK U
cnaboe pasBMTME MNOTOBbIX e/e3, YMEHbLUeHUe

Pestome [MpuBeseH KpaTkui 0630p AuTepaTypsl,

NocBALLEHHbIN 3TMOJIOTUMN, naToreHesy,
ocobeHHOCTAM K/IMHUYECKOro TeyeHua "
ANArHOCTMKE  BPOXKAEHHOM  remopparnyeckomn

TeneaHrnsktasmm (bonesHun Penato-Ocnepa). Mpo-
AEMOHCTPUPOBAH PEeAKMIA CAydYal U3 IMYHOM NpakK-
TMKM aBTOPOB: HabAoAeHMe naumeHTa ¢ 60/1e3HbIO
Penpto-Ocnepa npuv NOKanbHOM PACNONOXNEHUU
TeNeaHrnaTasmii Ha HWKHel rybe, caunsucTon
060/104Ke MOMOCTM HOCa M B OpOHXax, Npu KX
OTCYTCTBMM Ha OTKPbITbIX YaCTAX Te/a, YTO CO34aN0
3HAUYUTENbHbIETPYAHOCTUNPUNOCTAHOBKEANArHo3a.

Kntouesble cnoBa: BporkaeHHas remopparmyeckasn
Te/IeaHrMaKTasmsaA, KPOBOXapKaHbe, 1EFOYHOE
KpoBoTeYeHue.

KO/INYECTBA BOIOCAHbBIX /IYKOBUL,, M apTepuonbl 6e3
0bpa3oBaHMA MPOMENKYTOUHON KaNUANAPHOMN CeTu
[3, 8]. AaHHOe 3aboneBaHNe He cYMTAeTCA pacnpo-
CTPaHEHHbIM, OIHAKO BCTPEYaEeTCA NMPaKTUYECKN BO
BCEX CTPaHax Mupa, cpeau MHOTMUX ITHUYECKUX U
PacoBbIX FPyMnmn HacCeNeHUs; BbIABNEHO, YTO B UCC/e-
AYEMbIX NONYNAUMAX OHO PerncTpupyeTca ropasao
yale, Yem npegnonaranocb paHee [4].

KpoBoTeueHna npu 6onesHn PeHaro-Ocnepa
06yCcnoBieHbl XPYNKOCTbIO MENKUX KPOBEHOCHbIX
cocypoB. Y HeKoTopbix 60/MbHbIX onpegenaetca
HapyweHne GyHKUMM TPOMOOLMTOB M aKTUBaALMA
¢dnbpurHonusa [1, 4]. KnnHmnyeckmne nposBaeHMA 3a-
6oneBaHUA B BUAE KPOBOTEYEHUIM Pa3IMYHOM IOKa-
NN3auMM MOTYT ONpPefenATbCa YXKe B paHHem geT-
CTBE W COXPAHAKTCA HA MPOTAKEHUWN BCEMN XKU3IHWU.
OAHaAKO KOXKHble npoasieHna 60n1e3HM CTaHOBATCA
BUAHbI 3HAYNTENbHO NO3XKe, 06bIYHO B Bo3pacTe 30
—40 ner.

BpoXKaeHHble remopparMyeckme TeneaHrmaKTa-
31K BbIIN ONUCaAHbI CleayloWMMN yYeHbiMK. Mep-
BOe onucaHue 6onesHn npuHagnexmt H.G. Satton
(1864) [19]. PpaHuy3ckMit Bpady AHpu HKionb Jlyn
Mapu PeHAto BHEC 3HAYMTENbHbIA BKIAL B M3y4ye-
HMe AgaHHoro 3aboneBaHun, B 1896 r. onybamMkoBas
cTaTbto «[1OBTOPHOE HOCOBOE KPOBOTEYEHME Y Na-
LUMEeHTa C HEOObLIMMM aHTMOMaMM KOXKU U CNU3U-
cTbix 060s104ek» [16]. KaHaackuin TepanesT Buabam
Ocnep, npodeccop Kadeapbl BHYTPeHHUX 6ones-
Heil B MoHpeane, Punagenodpumn, bantumope, Ok-
coopae, B 1901 mn 1907 rr. noapobHO onucan
CUHAPOM HACNeACTBEHHbIX remopparmyeckux
TeneaHrnaktasun (pabotbl «MoBTOpAOWMECA HO-
COBble KPOBOTEYEHUA HA cemeliHOM ¢OoHe, CBA3aH-
Hble C HECKONIbKMMM TENEaHTNIKTA3UAMM KOXKU U
CAN3UCTbIX obonouek», «HacneacTtBeHHble Tene-
AQHTMIKTA3MM C NOBTOPHbLIMU KPOBOU3IUAHUAMM®)
[13, 14]. Hemeukunin Bpauy ®penepuk MNapkc Bebep
8 1904 r. nogpobHo onucan gaHHoe 3aboneBaHue B
paboTe «3ameyaHne 0 KOXKHbIX Te/IeaHTMIKTA3UAX U
nx aTnonornun. CpaBHeHWe ¢ 3STMONOTMEN reMmoppon
M BAPUKO3HOTO PacCLUMPEHUA BEHY, YEM BHEC CyLLe-
([:TB?HHbIVI BK/Ma4, B M3yYyeHMe AaHHOM NaTonornu
20].

B knaccmyeckom onucaHun Bunbam Ocnep
(1907) pasrpaHuumn Tpu BMAA TeNEaHTMIKTA3UM,
BbIABNAEMbIX HA KOXE U CAU3UCTbIX 06on04Kax: 1)
pPaHHMN, B BUAE HEBONbLUNX HENPABUAIbHON GOpPMbI
MEeNKMX COCYAMUCTbIX 06pa3oBaHNIN — NATHbIWEK; 2)
NPOMEKYTOYHbIN, B BUAE HeBONbLIMX COCYAUCTbIX
«nay4ykoB»; 3) No3gHMN UM y310BaTbI TUMN, UMe-
IOLLNI BUA, APKO-KPACHbIX KPYMbIX UAM OBa/IbHbIX
BO3BbILLAOWMXCA Yy3€/1KOB Anametpom 3 — 7 Mm
[14]. Bokpyr 3TMx 06pa3oBaHWIA YacTo BbiABAAET-
CA CeTb pacCLMPEHHbIX MEIKUX COCYyA0B, 0COBEHHO
B 061aCTM KpbiNbeB HOCa, ryb, WeK u BeK, TaK Xe
BOKPYr COCKOB Ha rpyau, npuaatowmx Koxe barpo-
BO-CUHIOWHbIN OTTEHOK C PE3KO BblpaXKEHHbIM CO-
cyanctbim pucyHkom [1, 10]. Y 6onbHbIx cTaple 25
NIeT MOryT OTMEeYaTbCA Te/IeaHTNIKTA3UMN BCeX Tpex
BbllLUenepeyYmcneHHbIX TMnos. Bce oHM xapakTepu-
3yloTcA Tem, 4To 61e4HE0T Npu HaAaBNMBaAHUM U
HaNOMIHAIOTCA KPOBbIO MOC/Ie NPeKpalleHua gasne-
HUA.

Y 6onblunHCTBA 6O0NbHbLIX Te/ieaHrMIKTasum
paHblUe NOABAAKTCA Ha rybax n ux BHyTPeHHeN no-
BEPXHOCTU. 3aTeM OHM MOTYT OBHAPYKMBATbCA Ha
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NoObIX y4ACTKAX KOXKM — KPbINbAX HOCA U €50 CIN3U-
cToM 060/104Ke, LWeKax, Haz 6poBsAMM, Ha BHYTPEH-
HeW NOBEPXHOCTM LLEK, A3bIKa, AeCHaX, BONOCUCTOM
4acTW roNOBbl, KOHUYMKAX MasblLeB. TefleaHrnaKTa-
31UM MOTyT 06Pa30BbIBAaTbCA U KPOBOTOYMUTb U3 BCEX
CN3UCTbIX 060N104YEK — U3 3eBa, HOCOBOW MOIOCTH,
ropTaHW, GPOHXOB, HAa BCEM MPOTAKEHUU Keny-
[OYHO-KMLIEYHOTO TPaKTa, B MOYEBbIX MYTAX U BO
BNaranulie. ApTeEPUOBEHO3HbIE LLYHTbI MOTYT NpPK-
BOAMUTb K COpOCY KPOBM CNEBA HAaNPaBO M/M CNpaBa
HaNeBo, a eC/IM OHM AO0CTAaTOYHO KPYrMHble, TO MO-
ryT cTaTb NPUYNHOM apTepuasbHOM FTMNEpPTEH3NMU U
cepaeyHom HegocTaTouHOCTU. MNoparkeHne cocyaos
NETKMUX MOXKET NPUBOANTb KaK K Tpomboambonuu,
TaK U K CEeNnTUYEeCcKor amboamMn cocyaoB roloBHOIO
mosra [11]. Mpu nopakeHun neyeHun, BcneacTemne
cbpoca KpoBM M3 NEYEHOYUHbIX apTepuit Yyepes ap-
TEPUOBEHO3HbIE LWYHTbI B 6acceliH MNopTanbHOM
BeHbl, GopmMMpyeTCcA NopTanbHasA TMNepTeH3na U
BO3MOMHO pPa3BUTME LMPPO3a neyenn [1, 7].

K Hambonee 4acTbiM KAMHUYECKMM npoasne-
HWAM 3aboneBaHMA OTHOCATCA cnegyrouwme:

HOCOBble KPOBOTEYEHWUA, KOTOPbIE BO3HMKAIOT
CMOHTaHHO WM Nocae HeboNbLON MexaHU4YecKomn
TpaBmbl - 90%;

KOXXHble TeNneaHrnaKkTasunm - 75%;

BOBNEYEHWNE AbIXaTe/IbHOW CUCTEMbI U NEeYeHU
(apTepuoBeHo3Hble manbdopmauum) - 30%;

KeNyAoUYHO-KMLeYHble KpoBoTeYeHUs - 15%;
nopaxeHua UHC - 5-10%;
nopaXKeHue }eHCKMX NOoJI0BbIX OpraHoB -3%;

M3BECTHbI c/ly4amn AebtoTa 3aboneBaHnA ¢ peun-
AvBMpYyloLwe makporematypen [1, 7].

Y 6onblMHCTBa 6ONbHbLIX HabAOAAOTCA TAXKEe-
Nible, peungmBupyloMe HOCOBbIE KPOBOTEYEHMUS.
OHM moryT ObITb Ype3BblYAMHO YNOPHbIMKW, MPO-
[O/KATbCA B TEYEHNE HECKOJIbKUX AHEN U Heaenb,
NPUBOAUTb K TAXKENION aHeMmu3aumm 6osbHbIX. Ta-
Xesble npody3Hble HOCOBbIE KPOBOTEYEHUS MpPU

THE CASE OF THE DIAGNOSIS OF A LOCAL FORM
OF RENDU-OSLER DISEASE

N.D. Goborov?, S.I. Tkacheva?

FSBEIHEthe Amurstate medical Academy of the Min-
istry of Public Health of Russia, Blagoveshchensk?;
Amur Regional Clinical Hospital,? Blagoveshchensk

Abstract A brief review of the literature devoted
to the etiology, pathogenesis, clinical features and
diagnosis of the congenital hemorrhagic telangiec-
tasia (Rendu-Osler disease) is given. A rare case of
the personal experience of the authors: observa-
tion of the patient’s Rendu-Osler disease with the
local telangiectasia on the lower lip, the mucosa of
the nasal cavity and in the bronchi, in their absence,
on the exposed parts of the body was demonstrat-
ed. It created significant difficulties in diagnosis.

Key words: Congenital hemorrhagic telangiectasia,
hemoptysis, bronchopulmonary bleeding.

DOI10.22448/AMJ.2019.1.77-81

6onesHn PeHaro-Ocnepa ABNAOTCA ONACHbIMK AR
YKM3HW 3TUX MNALMNEHTOB.

YnopHble npody3Hble KPOBOTEYEHUSA MOTYT OT-
Me4yaTbCA U3 TeNeaHrMakTasmn noboi apyron no-
Kanm3aumm: GPOHXONEroYHOM, Kenyao4HO-KuLleY-
HOM, U3 moueBbix nyten n 1. 4. [5, 6, 15, 17, 19].
TakMe KpOoBOTEYEHWUS MOTYT MPUBECTU K CMEPTU
6onbHbIX. PegKo HabnoaaloTca KPOBOU3NIUAHUA B
FOIOBHOM W CMMHHOM MO3T, ero 060/104KM 1 BO BHY-
TPeHHUe opraHbl [9, 12].

OnarHoctnka 6onesHn PeHato-Ocnepa ocy-
LEeCTBNSAETCA Ha OCHOBAHUW CNeAyoWmMX FNaBHbIX
NPU3HaKOB:

0obHapyXeHUe TeneaHrnaKTa3uii Ha KoXe 1 Cau-
3UCTbIX 060/104KaX;

CeMenHbI XxapaKTep 3abosieBaHus;
OTCYTCTBME NATO/IONMM CUCTEMbI FeMOCTa3a.

B cnyyae reHepann3oBaHHOMO XxapakTepa Tene-
AHTMIKTA3MM U PACMONIONKEHUA UX HA AOCTYMHbIX
OCMOTPY Yy4acCTKax Tena NOCTAHOBKA AMarHosa He
TpebyeT ANnTeNbHOro BpemeHu. fopasgo cnoxHee
ANA ANArHOCTUKK NIoKanbHble ¢opmbl 3TOro 3abo-
NEBAHMUA C W30/IMPOBAHHbIM MoOpaxeHnem 6poH-
XOB, MaTKM, KeNyAKa, KULWEYHMKA, noveK. C uenbto
BEPUPUKALLMMN TENEAHTUIKTA3UMN ITUX TOKANU3ALMIA
NPUXOAMUTCA BbINOMHATH COOTBETCTBYHOLWME UHCTPY-
MEeHTa/IbHble M aHrMorpaduyecKkme nccnesoBaHums.
Hanbonee 3aTpyaHUTENbHA AMArHOCTMKA TefneaH-
TMIKTA3NN B TOHKOM KULUEYHWKE, caMbiM MHOpP-
MaTUBHbIM METOAOM B AAaHHOM C/yyae ABNAETCA
KancynbHadA aHgockonua [2, 21].

BpoxaéHHas TeNeaHrMakTasma MoxKeT Habnto-
AaTbCA NpU TakMx 3aboneBaHMAX, Kak cMHapom Jly-
n-bap (atakcma-teneaHrnsktasma), sHuedanoTpu-
reMMHaNbHbIA aHIMOMATO3 1 paae Apyrux. Bo Bcex
cnyyanax HeobxoAMMO MCKAKOUYUTbL CMMMATOMATUYe-
CKYIO TeneaHrMakTasuio npu 6epemMeHHOCTH, Cu-
CTEMHbIX 3a00NeBaHUAX COEAUHUTE/IbHOM TKaHM
(cMcTemHas KpacHas BONYaHKa, CMCTEMHAA CKie-
poaepmua, AepMaToOMMUO3NT), NATONOTUM MEYEHU,
SHAOKPUHHbIX HAPYLUEHUAX, XPOHUYECKON BEHO3-
HOM HeAOoCTaTOMHOCTM, pade ApPYrux 3abonesaHui
N COCTOAHWU.

Heobxoanmo npoBoauTb NpodUNAKTUKY BO3-
HWUKHOBEHUA PUHUTOB WU APYrUX BOCNANUTENbHbIX
3aboneBaHnin  camM3ncTbix 0bonoyek, KoTopble
MOTyT NpOBOLMPOBATb KpoBoTeyeHue. [1poTnso-
NMOKa3aH npuvem acnupuHa U Apyrnx NpoTMBOBOC-
NanuTeNbHbIX HECTEPOUAHbIX MpenapaTos, Hapy-
Wwarowmx GYHKLUUIO TPOMOOLNTOB U YCUNMBAKOLLMX
KpoBoTeuyeHue npu bonesHn PeHato-Ocnepa. Mpo-
TMBOMOKA3aH npuem ankorona. OnacHbl TAXKenble
bun3nyeckme Harpysku.

[Ons OCTaHOBKM HOCOBbLIX KPOBOTEYEHWUI WUC-
No/Ib3yHOT OPOLUEHME MOAOCTM Hoca 5-8% aMMHO-
KanpoHOBOW KUCNOTOM (Nyylle B CMecu ¢ Tpombu-
HOM). MOXHO MCNONb30BaTb anmnianKaLmMm cMmecei
¢mbpuHa c KonnareHom. Tyras TamnoHaza Hoca nc-
NO/Ib3yeTCcs TONbKO B TAMKE/bIX CUTYyaLUaX. BpemeH-
HbI 3PdEKT AaeT OTCAOMKa CAM3UCTON 060N0YKK
HOCa M NepeBA3Ka NPUBOAALLMX apPTEPU — HaPYK-
HOI COHHOM, BEPXHEYENOCTHON, peweTyaton [7].
BpemeHHbIi NoNoKUTeNbHbIN 3PdEKT OKasbiBaeT
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JIOKaZIbHOE 3aMOpa*kMBaHUe CAM3UCTON 060/104KM
NyTéM NOABOAKM K KPOBOTOYALLEMY Y4aCTKy Kpu-
0annAMKaTopa C MapOXKMAKOCTHOM annavKaumen
¥uakoro asota (- 196°C) Ha30—-90c., nimbo crybKon,
NPONMUTAaHHOMN NEPCUKOBbIM MAaC/IOM U CMOYEHHOM B
*unakom asote [1]. B nocneaytowem nposogat 4 — 8
ceaHcoB (¢ MHTepBanamun 1 — 2 AHA) C OAHOCEKYHA-
HbIMM PACMbIIEHUAMM KUAKOTO a30Ta B MONOCTH
Hoca [1]. MpMMeHAIOT NoKanbHble BO3AENCTBUA Ha
KpoBoOTOYallme yyacTkm nasepom [1]. Mpu yacTbix u
0OYeHb 0OU/bHbIX KENYA0UYHO-KULEYHbIX, HOCOBbIX,
OPOHXONErOYHbIX M JIOXaHOYHbIX KPOBOTEYEHUAX
NPOBOAAT XMPYPIrMYECKOE JlIeYeHWEe — UCCeYeHUe
YYaCTKOB C/IM3UCTbIX 060N0YEK C PACMONOMKEHHbI-
MM B HUX TeneaHrmakTtasamu [1, 3]. OgHako Bckope
B6/ 113N pybLOB NOABAAKOTCA HOBbIE TENEaHIMIKTa-
3bl [1, 3]. TpaanLMOHHbIE 0b6LWME reMocTaTUYEeCKUuE
BO34ENCTBMA — BBEAEHME NPenapaToB BUTamMmmHa K,
Xfiopuaa Kanbuma, ANUMHOHA, aMMHOKANpPOHOBOWM
KMCNOTbI U T. 4. Npy 6onesHun PeHaro-Ocnepa He 3¢-
$EKTUBHBI.

B KauecTBe npumepa NPUBOAUM PeaKUI Cnydai
6onesHn PeHpto-Ocnepa C NIOKanbHbIM pPacnosio-
EeHMEeM TeneaHrnaTasmin Ha cau3ucTbix 0b60s04-
Kax HUXHeMN rybbl, NONOCTN HOCA M BPOHXOB NpU UX
OTCYTCTBMM Ha OTKPbITbIX YACTAX Te/a, YTO CO34aN0
3HauYUTENbHbIE TPYAHOCTM B NOCTAHOBKE AMaArHo3a
[0 Tex nop, NoKa He PasBU/IMCb KPOBOXapKaHbe U
H6pOoHX0NEero4Hoe KPoBOTEYEHME.

bonbHaa VY., 52 roga. 25.12.2015 r. camocros-
TeNbHO 0bpaTmiack B NnpMeMHoe otaeneHne Amyp-
CKoi 06/1aCTHOM KNMHMYecKkol 6onbHULbl (AOKB) ¢
anobammn Ha nNepuvoaMyeckM BO3HUKAKOLWLEE KpO-
BOXapKaHue, 3aTpyaHEHHOE AbiXxaHue. N3 aHamHe3a
YyOAN0Cb BbIACHUTL, YTO BMNEepBble HOCOBblE KPOBOT-
eyeHuns nosisusock B 15 net (1979), B ganbHenwem
exerogHo peunamnsuposann. Mo nosoay KposoTe-
YeHWIW HeoAHOKpPATHO NPOBOAMAACH CMMMTOMATMU-
YyecKana Tepanus, Pa3BMBaBLUYHOCA aHEMUIO JIeUnIN
npenapatamu Kenesa. B 3ToT nepuog, HecmoTps
Ha TwWaTenbHoe obcnegoBaHMe, NPUYMHY HOCOBbIX
KPOBOTEYEHMIN YCTAHOBUTb He YAanoch.

C 2009 r., nocne CTPeccoBbIX CUTYyaUun B ce-
Mbe, MNpuéma npenapaToB aLeTUACaNULUAOBOM
KMC/IOTbl, KOHTaKTa C Napamu pTyTu Ha paboTe oT-
METU/Ia YCUIEHNE TeMOPPArnM4Yeckoro CMHAPOMA,
HOCOBble KPOBOTEYEHMA CTa/IM BO3HMKATb 4Yalle u
6bi1n 60onee 06UAbHBIMW U NPOAONKUTENBHBIMMU.
28.11.2015 r. BnepBble MOABUIOCH KPOBOXapKa-
HWe, KOTOpoe B Aa/ibHENLEM peuuanBMpoBano.
1.12.2016 r. obpatunacb 3a MeAULMHCKOW MOMO-
LLblO M Bblna 3KCTPEHHO rocnUTaan3npoBaHa B An-
AaHcKyo LIPB ¢ nogo3speHMem Ha KenyaouHo-Ku-
leyHoe KpoBoTeyeHue (06bEmM KpoBOTEYEHMA U3
nonoctn pta - 200 mn), cuuapom Menopu-Beiica.
B xope panbHerwero obcnefoBaHUA AMArHO3 He
noaTsepannca. Ha ¢oHe remocTaTUyeckom Tepanum
KpoBOXapKaHMe OblN0 KYNMpoBaHO, BbiNUCaHa Ye-
pe3 10 gHelt 6e3 acHoro gmnarHosa. Yepes 18 gHel,
19.12.2015 r., BHOBb rocnuTanMsauma No NoBoOAY
o4yepeaHoro anNn3o4a KPOBOXapKaHMA, B aHaAM3aX
KPOBW AMArHOCTMPOBAHA aHEMMA NErkoKr cTeneHu
(remorno6buH — 95 r/n).

25.12.2015 r. naumneHTKa, XutenbHuua Pecny-
6nmkn Caxa (AKyTus), camoctosTesibHO 0bpaTtu-
nacb B AOKB (BnaroseleHck). o 3KCTPEHHbIM
NoKasaHUAM bblnn BbINOAHEHbI GUOBPOHPOHXOCKO-

nua (PBC), dmubporacTtpoayoaeHockonua (Prac),
ocmoTtp JIOP-Bpaya, HO MCTOYHWUK KPOBOTEYEeHMA
He obHapy)KeH. B aHanM3ax KPOBM OTMEYEHO CHU-
YKeHMe ypoBHA Xenesa 7,8 MKMO/b/N B CbIBOPOTKE
KPOBU U CHUXeHWe remornobuHa go 112 r/n. Ans
YyTOYHEHUA AnarHosa 6onbHasa bblna rocnUTannsu-
pOBaHa B NY/IbMOHO/IONMYECKOe OTAeNeHUE.

N3 aHamMHe3a XM3HU yAaN0Cb BbIACHUTb Caeany-
towee. Pognnack B 1964 r. B [Nepmckom Kpae. lNpo-
»knBaert B Pecnybaunke Caxa (Axkytua) c 1985 r. O6pa-
30BaHue cpeaHee crneuunanbHoe. bbiToBblie ycnosua
yaosnetTsoputenoHble. NocneaHune 25 net pabotana
[0BOAYMKOM B 30/10TOA06bIBaOWEN OpraHU3aunm
(6bln KOHTAKT C Napamm PTYTU, HO HAa MOMEHT OCMO-
TPa Pa3ApPaKMTENbHOCTM HE OTMEYEHO, HapyLeHna
CHa HeT, cnabocTn, yTOMASEeMOCTU HeT, oTMeyvaeT
TO/IbKO MeNIKOPa3MaLLUCTbI Tpemop pyk). U3 nepe-
HeceHHbIx 3a60/1eBaHMN OTMEYaEeT BapMKO3HYto 60-
Ne3Hb HUMKHUX KOHeYHocTel. TybepKynes, BeHepu-
yeckue 3aboneBaHUsA, BUPYCHbIM renaTuT oTpuLaerT.

Obuee coctosHUe cge,u,Heﬁ CTENEHUN TAXKECTU.
Temnepatypa Tena 36,5°C. NonoxeHne akTMBHOE.
Co3HaHue acHoe. MamATb He CHUXKeHa. IMOoLMO-
Ha/IbHO cTabunbHa. TenocnoXKeHne HopMoCTeHMYe-
cKoe. KOXKHbI NOKPOB YMCTbIN, BNIaXKHbINA. D1acTny-
HOCTb KOXM CHMKeHa. OTéKOB HeT. KOHBIOHKTUBA
M CKNepbl YMcTble. HOrTn 1 BONIOCbI HE M3MEHEHDI.
MNOAKOMKHO-KMPOBAA KAeT4YaTKa pPas3BUTa yMepeH-
Ho. MNepudepuyeckme NMMPOY3abl HE YBEANYEHDI.
KocTHo-cycTaBHasA cuctema Bu3yanbHo 6e3 pedop-
MaLUMN, NACCUBHbIE N AKTUBHbIE OBUXEHWUA COXpa-
HeHbl B NOIHOM obbeme. 3eB BAar*KHbIN, PO30BbIN,
MWHAANNHbI HE YBEJINYEHDI.

OpraHbl gbixaHuA. ObixaHne yepes HOC He 3a-
TpyAHeHo. YacToTa gbixaHua B MUHYTY — 18, Sp02 —
99%. [pyaHana KNeTka CMMMeTPUYHAnA, UUANHAPUYe-
CKoM popmbl. [epKYTOPHbIN 3BYK NE€rOYHbIN MO BCEN
NnoBepxHOCTU. NOABUMKHOCTb NErOYHOro Kpas - 5 cm
cnesa v cnpasa. [bixaHne Be3nKYIAPHOE, XpUMNoB
HeT.

CepgeyHo-cocyauctaa cucrema. [lynbc 64 B
MWH., PUTMUYHbINA, CUMMETPUYHbIN, YA0BAETBOPU-
TE/IbHOTO Hano/HeHMA. BepxylleyHbll TONYOK B 5
MmexKpebepbe Ha 1,5 cM KHYTpW OT cpeaHEeKNoUMY-
HOW AWHWUK. TpaHULBlI OTHOCUTENBHOW CepaeYHOMN
TYNOCTWN He yBeNnYeHbl. TOHbI cepala ACHble, pUTM
NpPaBUAbHbIN, LWWYMOB HeT. ALl Ha npaBoi pyke 120 un
80 mm pT. CT., Ha nieBoi - 120 1 80 mm pT. CT.

HenyaouHo-KMLEeYHbI TPaAKT. A3bIK BaXKHbIN,
NoKpbIT 6envim Hanetom. K1BOT OKpyrnon Gopmbil,
YBE/IMYEH 33 CYET NMOAKOMKHO-KUPOBOM KAETYATKM,
yyacTByeT B aKTe ApblxaHuA. MNpu noBepxHOCTHOM
OPMEHTUPOBOYHOM NanbhaLUN MAFKUIM, YMEPEeHHO
60/1e3HEHHbIN B anuracTpasabHoii obnactn. Cumnro-
Mbl pasgpaxeHus bproWwmnHbI oTpuuaTenbHble. Kpai
neyeHW NanbNMPOBANCA HUXKeE Kpaa pebepHon ayru
Ha 2 cM, NpPW Nanbnauuu — NeYeHb NAOTHaA, yme-
peHHo 6one3HeHHan. CeneseHKa NanbnaTOpPHO He
onpegenanaco.

MoueBblagenutenbHaa cuctema. O6nacTb noyek
BM3ya/NbHO He M3meHeHa. CMMMNTOM MOKOMa4yMBa-
HUA OTPULATENbHLIN C 06enx CTOPoH. MNMOoYKKM Nanb-
naTopHO He onpeaenanncs. MoyencnyckaHme cso-
boaHoe, 6e3bonesHeHHoe. OTeKoB He bbino.
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KnnHnyeckuii aHanms Kposu: remornobmH — 112
r/n, aputpountbl — 4,24 x 10*2/n, uBeTOBOM NOKa3a-
Tens — 0,79, nenkoumutbl — 6 x 10°/n, TPOMBOLUTBI
— 344 x 10°/n, nanoykoagepHblie — 2%, CErMeHTO-
AgepHble — 65%, 303nHOGUABLI — 1%, AnmbounTbl
—31%, moHouuTbl — 3%, CO3 — 15 mm/u.

Broxmmunyeckunin aHanu3 KpoBu: rMtokosa — 5,57
MMO/b/N; 0bwuii benok — 68 r/n; BunnpybuH 06-
wmn — 10,8 mkmonb/n; ACT — 34 EA/n; ANT — 28,5
EQ/n; moyeBuHa — 2,9 MKMONb/N; KpeaTUHUH — 46
MKMOANb/N; dnbpuHoreH — 3 r/n; akTUBUMpPOBaHHOE
YyacTuyHoe TpombonnactuHoBoe Bpemsa (AYTB) —
32,9 cek; npoTpombuHosoe Bpems (MB) — 16,6 cek;
O-onmep —0,3.

RW ot 28.12.15 — oTp., BUY —o1p., NDA renaTtu-
Tbl B n C—oTp.

IXO-KT: kKamepbl cepgla He pacwmpeHsbl, nNpu-
3HAKOB NErOYHOM TMNepTeH3UU HEeT, YNAOTHEHbI
CTEeHKM BOCXOAALLEro oTesna aopTbl, CTBOPKM aop-
TaZbHOIo0 U MUTPASILHOMO KNanaHoB, peryprutauma
TPUKycnnaanbHoro KnanaHa 1 ct., ppakums Bbibpo-
Ca N1eBOro xenygoyvka — 67%.

3KT: cuHycosbih putm YCC 75 B MUH. ObmeH-
Hble HapyLLleHns B MMOKapae.

KT opraHoB rpyaHOM KNETKU: OpraHuYeckom
NaToNOrMN He BblABNEHO. AHrMonyibMoHorpadus
21.01.16: naTonorum He BbiABAeHO. Cnnporpadwus:
6e3 natonorum.

PeHtreHorpadua MMH: neBoCTOPOHHMI ranmo-
puT. MMnonnasua nobHoin nasyxu. PeHTreHorpadma
WeWHOro OTAEeNa NO3BOHOYHMKA — HAapyLWeHWe CTa-
TUKU. OCTEOXOHAPO03 LWEeMHOro OTAena NO3BOHOY-
HWKa. PeHTreHoCKoONUA NULWeBoAa 1 Xenyaka ¢ 6a-
puem: racTponTos.

®rac: 25.12.15 noBepxHOCTHbIN racTpuT. Hepo-
CTaTOYHOCTb NpuBpaTHUKA. AyoaeHuT. JaHHbIX 33
XKeNnygouyHO-KULWEeYHOe KpoBOTeYeHMe HeT.

Y3U opraHoB HGpPIOWHOM NONOCTM U MOYEK: MOo-
NN B MOJIOCTM XenyHoro nysbipa, audodysHaa
HEeOAHOPOAHOCTb MAapPEHXMMbl  NOAMKENYAOYHOM
)enesbl, yNN10THEHNE NOYEYHOIO CMHYCa 0H6enx no-
yeK. Y3 WwmToBMAHOW Kenesbl: NaToNOIMMKN He Bbl-
ABNEHO

®BC 25.12.16 (B npMemMHOM OTAENEHUW): ABY-
CTOPOHHUI  AMddY3HbIN  aTpoPUUYECKMA  IHAO-
6poHxuT. MBO. BMAOM3MEHEHHOW CBEXeWll KpoBM
B npocsBeTe 6PoHX0B HeT. Cocyabl NOHOKPOBHbIE,
LMPOKHUe.

[OnarHo3s no-npexHemy OCTaBanCA HEACHbIM.
MpWYnHa BblAENEHNA KPOBU U3 HOCOBbIX XOA4OB U
KPOBOXapKaHMA He bblna yctaHoBAeHa. Ha KoHcK-
NMyme 6blna oTmevyeHa HeobxoanMMocTb Nposese-
HMA NOBTOPHOro yrnybseHHoro obcnegoBaHusA B
naaHe YTOYHEHUA reHe3a remopparMyeckoro CUH-
Apoma. Mpu NOBTOPHOM BHMMATE/IbHOM OCMOTpPE
CAN3UCTON 060NI0YKM BHYTPEHHENW NOBEPXHOCTU
HUXXHEN Tybbl OblM OBHApyXKeHbl MHOMKeCTBEH-
Hble FeMaHIrMOMbl U TeneaHrnoskTasum. C yyétom
HanMuMA peuMauBUPYIOLLMX HOCOBbIX KpOBOTE-
YEeHWI HEeACHOro NPOUCXoXAeHWA ¢ Bo3pacTa 15
NeT, HECMOTPA Ha KOMMJeKCcHoe obcneaoBaHue, a
TaKXXe npucoegMHMBLUErOCA B NocneaHee BpPems

KPOBOXapKaHWA M IEFOYHOI0 KPOBOTEYEHUSA, HEOD-
XO4MMO BbIIO UCKAUYUTL remopparmyeckme 3abo-
NieBaHuA, 0bycnoBAeHHble NaTo/IOrneln CocyancTom
CTEHKM, B YAaCTHOCTU, BPOXKAEHHYIO remopparnye-
CKYIO TeneaHrnmosktasuto (6onesHo PeHato-Ocne-
pa), T.K. NpU BHELWHeM ocMmoTpe bblna obHapyxKeHa
Ha BHYTPEHHEeWN NOBEPXHOCTU HUXKHEN rybbl paclum-
PeHHas cocyancTas ceTb. bblno NpUHATO pelleHune
0 NpoBeAEeHNN NOBTOPHON BPOHXOCKONUK.

Mpu nposeaeHnn nostopHoit ®BC 19.01.2016
3aB. bpoHxonornyeckmm KabmHetom 66110 06HapyY-
KEHO M3MEHEHMEe COCYAUCTOM CEeTU, XapaKTepHoe
ansa bonesHu Penato-Ocnepa: gudodysHbin atpodu-
YecKn aHaobpoHxmT, MBO. Ha BCEM npoTaKeHUK
CAN3UCTON BPOHXOB MeNKaa paclUMpeHHaa ceTb
COCYA0B, MHOXECTBEHHble TeneaHrnakrasmm. OT-
MEYaeTCA KOHTAKTHaA KPOBOTOUYMBOCTb C/IN3UCTOM,
npu manenwem CONPUKOCHOBEHUM C COCYAAMM HA
NOBEPXHOCTWN NOABAAETCA NATHO TEMHOM KpoBW. Pa-
AOM MHOXeCTBEHHble NeTexmu pasHblX Pasmepos.
MoBepPXHOCTb CAN3UCTOM HOCA U KPYMHbIX HPOHXOB
BbICT/IaHQ HENPO3PayYHbIM C/AU3UCTbIM CEKPETOM
(dmbpwrH), He cnasHHbIM CO CIM3UCTOM.

Mpn nosTopHOM ueneHanpasaeHHom JIOP-uc-
cnefoBaHMM HOCOBOM NMOMIOCTU HA CIM3UCTOM Bblnn
0bOHapyKeHbl aHaNOrMYHble TeNeaHTMIKTa3nu.

BbicTaBfieH KAWMHMYECKU anarHo3. OCHOBHOM:
6onesHb PeHato-Ocnepa. OCNOXKHEHUA: peunansu-
pyloLLee KpoBOXapKaHWe, BTOPUYHbIE peLuanBupy-
loWwMe HOCOBble KpoBoTeyeHuA. ConyTCTBYHOLWMN:
XPOHWYECKUN racTpoayoaeHUT BHe 060CTpeHus,
He[0CTaTOYHOCTb MPUBPATHMKA, NOAUN B NONOCTU
YKENYHOro ny3blps, racTponTos.

Monyyana cMMNTOMATUYECKOE fleYeHue: ¢ re-
MOCTaTUYECKOM LLeNIbl0 — 3TaM3WNaT HaTpuA, npe-
napaTbl Kenesa (TabnetmpoBaHHbIN deppym nek)
ANA KYNUPOBaHMA aHEMUMU.

BbiBoabl
1. OcobeHHOCTAMM AAHHOTO CAy4Yana ABAAIOTCA:

- nebioT 3aboneBaHma B AeTckom Bo3pacTe (c 15
NeT) B BUAE PELUANBUPYIOLLMX HOCOBbLIX KpOBOTE-
yeHui,

- HECMOTpPA Ha HEOAHOKpaTHble obcnenoBaHUA
NPUYMHBI KPOBOTEYEHUIN BbIABNEHbI He Oblan U
NPOBOAUNIOCH TO/IbKO NEYEHNE AHEMUM,

- yXyAweHune TeyeHnA 3abonesaHns 6bino cBA-
3aHHO CO CTPECCOBbIMW CUTYaLMAMMU B CEMbe, ne-
peHECEHHOW BUPYCHON MHpEKUMEN, KOHTAKTOM C
PTYTbIO MO POAY CBOEN aeATeNnbHOCTH, ¢ 28 HOABpA
2015 r. B BUAe BnepBblie NPMCOEOMHUBLLNXCA KPO-
BOXapPKaHWUA N NETOYHOIO KPOBOTEYEHUA 0O BEMOM
00 200 mn B cyT.,

- 3aTpyAHEeHWe B MOCTAaHOBKe AuarHosa 6bino
06YyC/NI0BNIEHO OTCYTCTBMEM XapaKTEPHbIX TeseaH-
FMIKTa3MM Ha OTKPbITbIX OCMOTPY YacTax Tena, - au-
arHo3 6bln 3anoA03pPeH KAMHUYECKM NPU BHUMA-
TEIbHOM OCMOTPE C/AMU3UCTON 0B0N0UYKU HUMKHEN
ryobl, rae 6bianM 0B6Hapy)KeHbl MHOMECTBEHHbIe
TeNeaHTrM3KTa3nm, U BNOCAEACTBUMU NOATBEPKAEH
npu MNOBTOPHbIX H6poHxockonuu mn JIOP-ocmoTpe
NoJIOCTU HOCa.
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2. Npun HaANYUKU Y NALMEHTA HEYTOYHEHHbIX HO-
COBbIX, OPOHXONErOYHbIX UM KPOBOTEYEHWUIN Nto-
6011 opyro NoKanmnsaLmmn, KPOBOXaPKAHUA Mbl pe-
KomeHAyeMm LeneHanpaBneHHoe obcnefoBaHue Ha
BPOKAEHHbIE Fremopparnyeckme TeneaHrnaKTasum
[laXKe MpU UX OTCYTCTBMM Ha JOCTYNHbIX BU3Yya/ibHO-
My OCMOTPY YacTaAX Tena, AN UCKAOUYEHMUA NOKa/b-
Hbix Gopm bonesHu PeHpto-Ocnepa.
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