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I. I'. Adanacbes (Kypran). Bosesus Paupio — Ocaepa

IMaTonoruyeckum cyGerpaTom onucanuoro B 1896 r. Paumio u B 1901 r. Ocnepom
3a60/IEBAHUA ABJSIETCH, N0 COBPEMEHHbIM MPEeACTaBJICHUSM, KOHCTHTYUHMOHHASI CJAAGOCTH
Me3eHXHMbl, OCOGEHHO CTEeHKH MeakHX cocymos (M. A. Kaccupekuii, T. A. Anekcees).
BB nutepatype 3710 3aGoseBanue onmcano IO) Ha3BaHMAMH: MHOKECTBEHHBle KPOBOTOYA-
iue TENCAHTMSKTA3HM, TeMOpparHuecKHil  aHrHOMAaTos, TeJCAHTU3KTAa3UuHHAs  GoJle3Hb,
Gonesaub Ocnepa, Geseans Pauio — Ocunepa.

B unatorenese 3abosepanusi npusaercs suauenne HHQEKUMAM, HHTOKCHKAIMAM, MCH-
XHYECKHM TOTPACEHIAM, HApylleHuio o6MeHa 3CTPOreHOB KOPTHKOCTEPOU10B,

Bosbwunetso  aBTopos, onucbizaomuix 310 3abosieBanue, Habii0Aamu  COuCTAHMe
Somesrn Pannio — Ocsiepa ¢ uuppotuueckim TMPOLECCOM B MEUCHH, C aHALUUAHBIMH TacTpH-
TaMH, A3BEHHON GOJIe3HDbIO, MONHFO30M Keqayaka.

Bouaensior reuwepanusoranubie ¢bopMbl 3aGosieBanus, mnpoTekaomue Gosee TAKeEJO,
H JoKaansoBaHuubie. ITporHos saGosieBanusi oGbiuno G1aronpuaATHLIN, 0a11aKO  OnHMcaHbl
HaGJIOIeHHSA, 32KAHYHBAIOLLHECH CMEPTbIo. BosbHbie OGLIYHO noruGaT oT neuexoyHoH
HEMOCTATOUHOCTH HA NOYBE LMPPO3A MevekH, HHPEKLUHH K anJacTHYeCKOTO COCTOAHHUS
KPOBOTROPEHHS, OT KPOBOMOTEPS.

Muorue 6oavkbie ¢ Gosesnbio Panmio — Ociiepa nonanaior mno MOBOLY HOCOBHIX KpO-
BOTEUCHHA B OTONAPHHIOJIOTHYECKHE OTAesMeHus, a HEepPedKO M Ha XHDPYPrHYeCKHi CTOJ
f0 TOBOLY KHIIEUHbIX KPOBOTeueHHiH. 3HAKOMCTBO Bpaueli ¢ OCOGEHHOCTAMM KJIHHUKY H
TEYEHHS 3TOro NOBOJIBHC PeAKOro 3a60/1eBaHus HMeeT NpaKTHYeCKoe 3HayeHue,

Mol Habmoganu ABYX GOMbHBIX ¢ GONE3HBIO Pannio — Ocuiepa.

1. O, 47 ner, noctynua 16/1V 1965 r. c ’KanobaMu Ha MofBJEHHE TEeMHO-BHIWHEBOro
UBETa NATEH HA C/M3NCTOR MOJAOCTH pTa, s3biKe, ry6ax, Ha KoxKe ry6, Hoca, noabopoika,
Ha HOCOBbIE KPOBOTEYEHHSl M He3HAUHTEJbHble GOMM B MOAJIONKEUHON obnactu. Bosen ¢
1948 r, xoraa sametun wa causucroil ry0 TEMHO-BHMIUIHEBOrO LBeTA NATHA, KOJHYECTBO
KOTOPbIX NOCTENEHHO VBEJIHUHBAJOCh; K 1953 r. OHH MOSBMJIMCHL M HA CAHIHCTORN A3blka H
CTaMH 4acTO KPOBOTOUMTb. KpoBoTeueHus 6oy He nponoskutesabusie. B 1964 r. Boa-
HHUKIM HOCOBbIE KPOBOTEUEHHS, yCHJIMAACh KPOBOTOYHBOCTH CJH3HCTON A3biKa. MaTh 6obHO-
TO CTpallaeT uacTbIMH KPOBOTEUEHHSIMH M3 HOCAa H MOJIOCTH pTa, y Hee Ha JMUe u rybax,
B MOJOCTH DTa TOXKE TesieaHrHsKTasuH. OcTasbHble ujleHbl CeMbH W ero feTu 310POBEL

I7/1V 1965 2. Tem.— 13 2%, 3.— 3900 000, wn. — 1,0, JI.—6000, 3. — 6%, m —
7%, c.—47%, a.—35%, m.—5%, PO3 —5 mmfaac. TpomGouutos 214 000. auTesn-
HOCTb KpoBoTeueHust 20 ceK., CBEPTHIBAEMOCTb — 5 MHH. CHMNTOM KryTa OTpHLATeJbHBbIH.
KosnmuectBo Guanpy6una no Bokaabuyky 3,12 me%, peakuus Bau-nen-Bepra wnenpsamas.
poTpomGunoseiii HHaeke 101%, obuwmi Gesok 7,22 2%.

Ilocne oGuieykpenastoniero sevenns 60/bHOM BbIMHCaH, paGoTaer.

2. K, 57 gser, nocrymuaa 29/VIII 1963 r. e ’KanoGamMu Ha uacTble KPOBOTEUEHHS H3
HOCA, M3 [eceH, MOsABJ/IEHHE BHIUEEBO-KPACHOTO LBETA MATHBILIEK HA KOMKe JHla, ulen u
BEDXHEHl MOJOBHHBL TYJOBHMLA, CJa0OCTb, MOXYAalHe, Kaxay, 6onM B MOANOKEUHOH
obnactu.

3abontena B sinBape ‘1963 r. Bueszanno. Hauano 3aGonesamus GonmbRad  CcBA3bIBaeT ¢
fichxuuecko#t TpaBmoii. Jleunnack LoMa M B paioHHOM GosibHHLe, yJyulleHHS He GblJIO.
Hacnencteennocts 3noposas, aetu 310pOBBHI.

Cocrosinue GonbHol Takenoe. C TPyLoM XORUT M3-3a Cl1aBoCTH W ObILLKH, HCTOLIEHA
(Bec 52,7 ke, poer 170 cm); KoxHble NOKPOBbI Cyxue, cmyrable. Ha suue, ywnbix paxosu-
Hax, wee, B 06/aCTH MJeY W BepXHeill MOJOBIHBL TY/JOBHILA, HA CJAM3HCTON [OAOCTI pra
TENGAHTMIKTA3HN DPA3JMUYHON BEJHUUHBI H (OPMbI.

CTailmonape MOBTOPSIMCh KPOBOTEUEHHR M3 HOCA M [eceH, OepKanach caafocTb H
HElOMOranue, »xa)kia, u3penka GbiBaAM O3HOGHI, MJIOXOH AanMmeTHT,

30/VII1 1963 r. T'em. —66%, 3. — 3300000, . n.— 1,0, JI.—7600, 5s.—2%, m —
3%, ¢.—67%, a1 —26%, M.— 2%, PO3 — 10 ma/uac. TpomGounutos 99 000. Bpewms ceep-
THIBAHNA 7 MHH., AJIHTEJNbHOCTb KPOBOTEUEHHA 2 MHH. [TpotpomGunoBLii ungeke — 1129,
O6wuit 6esok CbIBOpOTKH KpoBu — 8,17 29, anb6ymunnl — 55.0%, bubpunoren — 7,69%,
06y aunbl — 37,4%. A/T kosduument pasen 1,48. Buaupybun CbIBOPOTKH KpoBH —
6,24 m2%, no BokanbuyKy; caxap KpoBH HaTOWAK — 96 ne%, xnopuisl kposu — 527 m2.
Octatounsiit azotr — 30 me%.

Jleuenue sutamunom B, TEMOCTHMYJIHHOM, DYTHHOM, FVIIOKO30M C KOPIJHKOHOM BHYTpHU-
BEHHO, aHTUGHOTHKAMH H KODTH3OHOM HAa TeUeHHe 3a00JeBaHHA BAHSHUS He oKasauio.,

Bonbuas Boinucana 3/X 1963 r. Ges YJy4lI€HHs COCTosiHMA. [lanbHedux cBegeHuii o
HEH Her.
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M. B. Cnupunounosa (MockBa). AHemuuecKHRi BapMaHT Gose3HH Panmio — Ocaepa

Cymnocts Gosesnn 10 cux mop e Brosme scua. OGbiuno TOAYEPKHBACTCS HACJEACTBEH-
HO-KOHCTUTYUHOHHBI XapakTep GOJE3HH C BPOXAEHHOI HENO/MHOUEHHOCTbI)  COCYAUCTOMN
CTeHKH,
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Kmumnga Gosesun Ocsiepa BO MHOTOM 3aBHCHT OT MecTa PacroJIOXKEHHs TeJleaHTHIKTa-
3uil, WX KOJIMUECTBA M HajHuKs KpOBOTeueHHi H3 HIX, 4acTO BEAYIIHX K Pa3BUTHIO aHEMHH.

Hepeaxo Go/ibHbIe MONaialoT B KIHHHKY C NMarHo30M: TpoMGomneHusl, TeMoJUTHYecKask
ameMisi W aHEMHS HEsCHOM 3THOJOTHH, MO3TOMY MBI cyutTaeM HeGe3bIHTepecHbIM Moje-
JUTHCS HALWIMM HaOJIoAeHHEM.

Y., 40 Jer, noctynua ¢ san06aMn Ha Pe3Kylo caabocTb, OTCYTCTBHE alNeTHTa, 3BOH
B ylaX, FoJOBOKPYKeHHe, KpOBOTEUeHus W3 npsMOil KHIIKH mocae Jedexauuu.

Mepsble npusHaxy Oosesnn B BHAE KPOBOTOUHBOCTH W3 JeceH, HOCOBLIX KPOBOTEUEeHHR
70 OMHOrO-ABYX pa3 B Mecsil oTMedas OKO.JO OSITH JeT, HO TaK Kak ofllee COCTOAHHE
0cTaBAI0Ch BHOJHE YOBJIETBOPHTEIbHbIM, K BpadaM HE o6parasncs.

3a nocAenHHil TOJ BIepBbie MOSBHJNCH KPOBOTEUEIHs M3 NpSIMON KHWIKM nocue Je-
¢dexanui u npH TsiKe 0l (pU3NUECKON HarpysKe. Ollee KOJIHYECTBO BbIAENAEMOH KPOBH
se npesbimano 200 xa. 3aMeTHO napacrana ofwas ciabocTb; JeueHue NpPOBOIMJIOCH Mpe-
napatamp enesa H consiioil KicaoToil. Peskoe yXyJlleHHe MpOH3OLJIo Ha pabore mocJe
noabeMa TSIKECTH: Hadanoch npodysHoe KpOBOTEUEHHE M3 MPsMOH KHULIKH, H 60JIbHON B
Kpailie TsaxKeJl0M COCTOSHHH 6bl1 JOCTaBJAeH B pailoHHYIO OOJIbHHLY, TAE 66110 0OHapPYXKEHo:
yro y nero 14% remorao6uia (nmo Camu). Hepes 2,5 Mecsua, nocje JiedeHHs mnpenapaTaMi
JKene3a, COMSHON KHC/IOTOH, TpaHcdysnsMH KPOBH cocTosinie GOJIbHOTO YJYULIHJOCh, Ie-
morao6un noausaacs 1o 40%.

CrnoBa mpHCTynua K paGore rpysuuka. O6uiee cocTosiide B NepBOe BpeMs 0CTaBasoCh
CPaBHHTENbHO YIOBJIETBOPHTENbHbIM, HO yepes 3—4 Mecsua crajsa HapacrTarth ¢J1a60CTb,.
TOMOBOKPYIKEHHE, 3BOH B yllaX, B CBA3H C HEM GosbHOH GblJ FOCHNUTAJU3UPOBAH C NPEAno-
JIOKHTENbHBIM AHACHO30M: amnjacTHyeckas aHeMHs.

TposiBaennil reMopparnyeckoro auaresa y PONCTBEHHHKOB HE OTMeuaeT.

[pu nocTynJeHHH Cem. — 28%, 3.—2540000, m. n. — 0,6. PeTuKy/JI0IUTOB 6%o0,
tpomGountos 245 100. JI. — 8200, 3.— 3%, n —4%, c. —52%, ap — 32%, m.—9%,
PO3 — 50 mm/uac. IJHTeIbHOCTb KPOBOTEHUEHHS, CBEPTHIBAEMOCTb KPOBH, PETPAKLHS KPO-
BAHOTO CTyCTKa, CHMITOM KonuasaoBckoro — Pymnenn — Jleeie He HapyUICHDBL

Bo Bpems npebbiBaHus B KJAHHMKE 1Ba pasd 6bI10 HOCOBOE KpOBOTEUEHHe W TPpH pasa
KHIleyHoe C BbijeJeHHeM ajioil KpoBH 1O 100 ma noche nedexannu.

[Mon BAMsHHWEM Tepamuu (mpenaparbl Kejesa ¢ COVIIHOH KHCJAOTO#H, NepesuBaHusd Kpo-
BW W SPUTPOLMTApHOil MacChl, BUTAMHI B, kamnosoH, CaCly, mosHoUeHHAs GenkoBast
AHera) cocTostHiHe GbICTPO  YJy4UIHJOCh. Fem. nomusinca 1o 35%, D.— mo 3500 000.

Hasnune COCYNHMCTbIX «3BE€3[0YEK» Ha CIH3UCTBIX ry6, a TaKXe HMelomHecs nedeKTH
pa3BHTUs — aHOMaJHsl PacnoNOKenus aopThl, MaJblil POCT, MaJble KOHEUHOCTH, c1abo
BbIpa)KEHHbIe BTOPWUHbIE MOJIOBbIE TPH3HAKH N HECKOJIbKO CHHYKEHHbI HHTeIeKT G0Jb-
HOMO MO3BOJIMJM paclieHuTb JAanHoe 3abosieBaHAe Kak BPOMKAEHHOE KOHCTHTYLHOHAIBHO-
cocymucToe ypoacTso — Gose3Hb Ociepa B aHeMHUECKOM ee BapHaHTe ¢ HOCOBBLIMH H KH-
meudnbiMi KpoBoTeuenusiMu. HexoTopas ropuoHa/bHast HenoJIHOUEHHOCTb HpH 3TOM MOIJI2

6biTh yCyryO/IsAIOLUM MOMEHTOM.
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B. M. 3aiiues, M. M. Asemyruna u B. JI. Moeuosny (Capanck). [lapanporentieMus
npu CUCTEMHOH CKJAEPOAEPMUH

Bonpoc 0 J1aGopaToOpHBIX W3MEHEHHAX Tpid CHCTEMHOIl CKJepOIdepMHH H3yueH HeLo-
cTaTouno. B auTepaType MNOCTEIHMX JeT, KaK yKasbiBaer E. M. Tapees, uMmeioTCd JHIb
CKy[Hble W HMHOTZa NPOTHBOpeuWBbE AAHHLIE IO sTOoMy Bompocy. BHuMaHHE KJIHHHLUHCTOB
W GHOXHMHKOB 0COGEHHO NMPHKOBAHO K GeNKOBO-IeéMaTOoNorudecKia c/BMraM MpH CHCTEMHOH
ckaeponepmun. OnHaKO KAKUX-JHG0 CrenH(pUICCKHX H3MeHeHui OesKoB CBIBOPOTKH KDOBU
noka He oOHapYXEHO.

E. M. Tapee u COTp. ¥ 60JIbIIHHCTBA GOJIbHBIX CHCTEMHOMH cKJepoaepMuend KOHCTaTH-
poBajii TurepraMMarao0yIHHEMIo 1 runanbGyMHHEMHI0. Y MepeHHble HM3MeHeHnd anbda-
r06yJMHOB B CTODOHY HMX YyBeJHueHHs OTMeueHbl JHIIb Y HEKOTOPbIX GOJBHBIX. IMono6HbIE
JMCTIPOTeHHEMHH OTMeuany M Apyrue aBTOpbI (®. C. Opamnsu, B. M. Hukonaesa, 1961).

MpusoauM HabJI0ACHHE CHCTEMHOM CKIGPONEpPMUM ¢ SBJEHHSMM JMCIPOTEHHEMHH 1
mapanpoTeMHeMHUH.

M. 57 ner, moctymun 20/XIl 1965 r. B aHaMmHese — OGIMTEPHPYIOLUNH HNAPTEPHHT,
AedgopMupYIOLLHil CIOHAMI0apTPO3 CO BTOPHYHBIM PaIHUKYIHTOM. B 1961 r. GospHOU Je-
Wiacs B KOMKHOH KAHHHKE T. | OpbKOTO MO MOBOLY CK/CPOACPMITH Kyuike.

KoHble MOKPOBbI # BUAMMBIE CIM3NCTBIE 6aennbl. Koxa Ha Jiule, TPyAH, pyKax ymior-
HeHa (HeBO3MOXKHO co0paTb B cknaiKy). Jlumo MackooGpasHoe, aMHMHYHOE. Mymabe 72,
PUTMUUHBIH, YAOBJIETBOPUTE/BHOTO uanonunenns. AJl 160/70. Tpanuust cepiia pacuIHpeHbl
Ha 2 cm BJIEBO, TOHbl HPUIJIYLIEHDBI.

Tem.— 5 2%, d.— 2 570000, JI.—13 000, m. —5%, ¢.—75%, J4. — 13%, m.— 7%-
PO3 — 35 mm/uac. [lyHKuus TPYIAHHB W aHA/IH3 TMYHKTATA MI03BOJIMJAN HCKJIOUHTb MHEIoM-
Hylo GomesHb. BeskoBbie (paxind KpOBH (MeTomom 3JekTpodhopesa Ha arapoBOM reje):
ans6ymuns — 35,8%, 0;-r106yiHRE — 3.5%, ~ @a-TIOGYJHHbL — 13,7%,  Pi-TI0GyIHHE —
9,5%, ﬁg—I‘JIOO/6yJIHHbI—2,6%, -rnoGynub — 10,2%. Tapanporentb — 24,7 %. OOwwui Ge-
Jok — 7,5 2%.
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