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PE3IOME

IIpuBeneH kpaTkuii 0030p JUTEPATYPhI, B KOTOPOM
NpecTaBIeHA XapaKTepUCTUKA 32001eBaHMIT OPOHXO-
JIETOYHOI U CepaeYHO-COCYIUCTON cucTeM, IPU KOTO-
pbIX HauOoJjiee 4YacTo pPa3sBHUBAKOTCA BTOPHYHBIE
a0CcoJIIOTHBIE THIOKCHYeCcKHe YpuTponuTo3bl. Ilpen-
CTaBJIeHbl CBeJeHUSI IO MAaToreHesy W3MEHEHHH B
KPOBH NPH JAaHHBIX HO30J0rusx. M3/0KeHbl NMpUH-
bl JH(QepeHInanbHOi TMarHOCTUKA MEKAY BTO-
PUYHBIMH a0COIIOTHBIMUI TUNOKCHYeCKUMH
IPUTPOLHUTO3aAMH U XPOHMYECKMMH MHUeJIonpoJmdepa-
THUBHBIMH 3200/1eBAHUSAMH — HCTHHHOM MOJMIIUTEeMHel
H WAUONATHYeCKUM MHea0(pudpo3oM B 3puTpeMuye-
ckoii ctaguu. B kauecTBe npuMepa NPUBOAATCH TPH
KJIMHIYECKHX CJIy4Yas U3 JUYHOI NPaKTUKH AaBTOPOB:
1) nanmeHT, y KOTOPOro ruMoKCHYeCKUii 3pUTPOLINTO3
pa3BuiIcsl HA (pOHE XPOHHUYECKOIO Jer04HOI0 cepaua,
chopmupoBaBuierocs BeJieactsue coueranusi XObJI u
cunapomMoB IIMKBHKA U «<HOYHOTO ATHOY»; 2) 00JILHOIA,
NOCTYNHMBIINI B KIMHUKY NEPBUYHO, TOJIBKO B CBA3H
¢ I3MEHEHUSAMH B KPOBHM (3pUTPOLMTO3) /LISl MPOBeie-
HUA JMpdepeHInaTIbHOI0 TUATHO32, H Y KOTOPOIo
OblL1a BBISIBJICHA apTEPHOBEHO3HAsA MaIbgopManys co-
CYAOB JIeTKHX; 3) cJy4aii JMarHOCTHKH NePBUYHOM Je-
TOYHOWH THIIePTEH3UH Y MOJIOA0Hi NALMEHTKH ¢
MHOKeCTBEHHOI COMYTCTBYIOILEH NMATOJIOTHeid.

Kniouesvle cnoea: eunoxcuueckue spumpoyumoss,
XpoHuueckue muenonporugepamusnvie 3a001e6anus,
oughpepenyuanvras ouacnocmuka.
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HYPOXIC ERYTHROCYTOSIS

V.V.Voytsekhovskiy, Yu.S.Landyshev, N.D.Goborov
Amur State Medical Academy, 95 Gor'kogo Str.,
Blagoveshchensk, 675000, Russian Federation

The article presents a brief review of literature
which shows the characteristic of bronchopulmonary
and cardiovascular diseases that most often cause sec-
ondary absolute hypoxic erythrocytosis. The informa-
tion about pathogenesis of blood changes at this
nosology is given. The principles of differential diagno-
sis between secondary absolute hypoxic erythrocytosis
and chronic myeloproliferative diseases, i.e. poly-
cythemia vera and idiopathic myelofibrosis in ery-
thremia stage are set. As an example three clinical cases
of personal experience of the authors are given: 1) the
patient who developed hypoxic erythrocytosis against
chronic pulmonary heart disease formed due to a com-
bination of COPD and Pickwick syndrome and '"sleep
apnea''; 2) the patient admitted to hospital initially only
in connection with changes in the blood (erythrocytosis)
for differential diagnosis and who was revealed to have
arteriovenous malformation of the lung vessels; 3) the
case of primary pulmonary hypertension diagnosis in
a young patient with multiple comorbidities.

Key words: hypoxic erythrocytosis, chronic myelopro-
liferative diseases, differential diagnosis.

B xnunnueckoit IMPAKTUKE BpadyaM pa3IMYHbIX CHICIU-
allbHOCTEH MPUXOAUTCA BCTPEUATHCA C CUTyallUAMU, KOT1a
B aHajin3ax KpOBHU OTMEYACTCA MOBBIIICHHUE KOJINYCCTBA
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SPUTPOIMTOB ¥ TeMorioorHa. OT MPaBUIIbHON TPAKTOBKU
pe3yNbTaTOB TaKUX HMCCICAOBAHMH BO MHOTOM 3aBHCST
JlaNIbHe Ias JieueOHasi TAKTUKa M TIPOTHO3 3a00JIeBAHMSL.
YBenmueHne KoJI4ecTBa SpUTPOLIMTOB B reprdepruyecKon
KPOBH, COUETAIOIIEECs C OBBIIIEHUEM KOHIICHTPAIHH I'e-
MOIVIOOMHA, TIOKa3aTelel reMaToOKpUTa U MacChl UPKYITU-
PYIOIINX 3PUTPOLIMTOB BhIIIE HOPMAJIbHBIX BO3PACTHBIX U
(bU3MOJIOTUUCCKHUX 3HAUCHUIN HA3BIBACTCS IPUMPOUUINO-
30m. JIaboOpaTOpHBIMU MTPHU3HAKAMH 3PHTPOLIUTO30B SIB-
JSIIOTCSI:  YBEJIMYEHHE KOJIMYECTBA HPUTPOIMTOB B
nepudeprdeckoii kpoBu Beitie 5,0x10'%/11 y sKeHIMH 1
6osee 5,5%10'%/1 y My KUNH; KOHIIEHTPALMU TEMOITIOOMHA
Bhimie 164 /1y sxeHIuH U 172 /1 'y My>K4KH; TOKa3aTels
MacChl IUPKYJIUPYIOIIUX SPUTPOLIUTOB BhIIIE 32 MI/KT y
YKEHIIUH ¥ 0oJiee 36 MI/KT y My)KUHH; TeMaTOKPHUTA, COOT-
BeTcTBeHHO, Bhimie 0,47 u 0,48 (2,9+13,14) [4]. VBenuue-
HUE KOJIMYECTBA LHUPKYJIUPYIOUIMX OPUTPOLMTOB U
reMorioOuHa B einHUIE 00beMa neprdepraeckoil KpoBr
MOXeET OBITh KaK OTOOpaKeHHEM MHEIONposnpepaTB-
HOTO 3a00seBaHus (MCTUHHAS TTOJUIIUTEMHS, UAHOIIATH-
YeCKui Muenohudpos), TaK u
MIPUCIIOCOONTEBHO-aIAN TAIIMOHHBIX PEaKLUil OpraHu3Ma
B OTBET Ha CHUCTEMHYIO WJIM JIOKAIbHYIO T'MIIOKCHIO, a
TaK)Xe MaToJIOTMYECKOro Mpolecca, 00yCIOBIEHHOTO H3-
OBITOYHOM NpoxyKIHEH (HAKTOPOB CTUMYIISIIMUA SPUTPO-
11093, CTYILEHHUS KPOBH ITPpU 00€3BOKUBAHHIH, SK30T€HHON
CTUMYIISIIIMH 3PUTPOTI033a U HACIIECTBEHHOCTBIO.

Knaccudukarms 5puTponnuTO30B: 110 KOJIUYECTBY Kile-
TOK — a0COJIOTHBIE W OTHOCHUTEIbHBIE, 110 TPOUCXOXKIC-
HUIO — TICPBUYHBIC U BTOPHUUHBIC.

DPHUTPOLUTO3bI MOXKHO pa3eluTh Ha CIEAYIOIINe
rpymnmsl [10]:

I. UctuHHas monuuuTeMust (SpUTPEMHs).

II. BropuuHble aOCONIOTHBIC SPUTPOIMTO3bI (BCICI-
CTBHE TOBBIIIEHHOTO 00Pa30BaHuUs PUTPOIIOITHHOB):

1. ITpu renepanu3oBaHHON TKAHEBOW TMIIOKCHHU (THUTIO-
KCHUYECKHEe, KOMIIEHCATOPHBIE):

a) C apTepHaIbHON TUIIOKCEMUCH: Y JIFOICH, JKUBYIIIHX
B BBICOKOIOpPbE, XPOHUYECKUE 0OCTPYKTUBHEIE 32001eBa-
HWUSI JIETKUX, BPOXKJICHHBIE «CUHHE» TIOPOKH CEp/IIla, apTe-
PHOBEHO3HBIE COYCThsI, OKHPEHHE — CUHIPOM [IMKBHKa,
KapOOoKcHreMoroonHeMust (y KypHIIbLIHKOB);

0) 6e3 apTepraIbHON THIIOKCEMHUH: TeMOTJIOOMHOIIATHI
C MOBBIIIEHHBIM CPOJACTBOM K KHCJIOpOAY, AepuuuT 2,3-
mudocdoruiepara B )pUTPOLUTAX.

2. I1pu onyxosix (mapaHeoIuIacTHUECKHE, THUCPETYIIs-
TOpHBIE): THIIEPHE(POUJHBIN paK MOYEK, reMaHruoona-
CTOMa MO3KeuKa, rernaroma, cuaiapoM [ unmens-JIunnay,
MHOMa MaTKH, OITyXOJId Ha IIIOYEYHUKOB, 8ICHOMA 1 KACTa
runouza, MacKyJIMHU3UPYIOIIUE OITYyXOJH SUUHHKOB.

3. TIpu noxanbHOM UIIEMHUH TTOUEK (IUCPETYIATOPHBIE,
yYMEHBIIEHUE KPOBOCHAOKEHNUSI TIOYKH CTUMYJIUPYET IPO-
JIYKITUEO 3PUTPOIIOATHHA): aTePOCKIEPOTHYECKOE TIOpaKe-
HUE [OYEYHOW apTepuH, NMPU TPAHCIUIAHTALMU TIOYKH,
THIPOHE(PPO3, KUCTHI TIOUEK, (DOKATBHBIN TIIOMepyJIoHe]-
pHT.

4. KobGanbToBBIC (MIPEHUMYIICCTBEHHO SKCICPUMECH-
TaJbHBIC).

II1. Bropu4Hble OTHOCUTENbHBIE TEMOKOHIIEHTPAIIMOH-
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HBIE SPUTPOLIUTO3BI: CTPECC-IPUTPOLIUTO3, CUHApOM [ atic-
Oeka, ICeBONOJIUIIUTEMUS H T.]1.

IV. IlepBuuHbIii (HacIeCTBEHHBIN, CEMEIHBIN) DPUT-
pormtos. [Tox 5THM Ha3BaHHEM OITHCaH Psil CEMEHHBIX He-
MUENONpoIn(EepaTUBHBIX 3a00JI€BAHUN C HESICHBIM U
HEOJHO3HAYHBIM ITaTOI€HE30M.

CHUMITOMAaTHYECKHE IPUTPOLIUTO3BI MOTYT OBITH IIPO-
SIBJICHUEM 11eJI0TO0 psiJia pa3HbIX MO MaToreHesy 3adoeBa-
Huii. LlenecooOpa3Hble MM aJeKBaTHBIE a0CONIOTHBIE
SPUTPOIMTO3BI ITO OTOOpAKEHNE KOMIIEHCATOPHO-TIPHU-
CIOCOOHTENFHBIX PeaKInii OpraHn3Ma B OTBET Ha TeHepa-
JIN30BAHHYIO WM JIOKAJbHYIO THUIOKCHIO TKaHel [18, 19,
23]. HeuenecooOpa3Hble HITH HealeKBaTHbIC a0COTFOTHBIC
SPUTPOIUTO3BI SIBIISIOTCS CIESCTBUEM CHIKEHHUS WU BbI-
KITIOUEHHS] TEeMOJIMTUUECKON (DYHKIIMU CEJIC3CHKH, Ype3-
MEpPHOH MPOAYKIUH TYMOPaJbHBIX (PaKTOPOB, KOTOPHIE
CTUMYJIUPYIOT 3pUTPON033 0e3 pru3nosorndeckoit morpeod-
HOCTH B 3TOM [7, 20, 21]. BcnencTBue NoBbIIEHUS BA3KO-
CTH KPOBH HapylIaeTcsi TeMOJMHAMHUKA: IOBBIIICHO
TpoMO000Opa30BaHUE, BOSHUKACT TMITOKCHUS TKAaHEH — IM0-
BBIIICHHAs] YTOMJISIEMOCTh, COHJINBOCT, YXYy/IICHUE MPO-
necca MplieHus [2, 3, 9].

CriieHOMerainusi, TpOMOOLMTO3 ¥ JICHKOLUTO3 TIPU
OOJIBIIMHCTBE CUMIITOMATHYECKUX 3PUTPOIIMTO30B HE BbI-
SBISIIOTCS. [Ipu 0OHApy)KEHHH CIUICHOMEIaJlH CIIEIyeT
JlyMaTh 00 UICTHHHOMH TTOJIMIIMTEMHUH HIIN SPUTPEMUIECKOM
CTaJIMU UIUOMATHYCCKOTO MUETOPHOpOo3a.

Opumpouumosvl npu namonozuu GPOHX0NE204HOI
cucmemsl BO3HUKAIOT B TEX CIy4asx, KOTJa HapyIlaeTcs
OKCHTEHAIIUSI KPOBU B JIETKUX M BO3HUKAET I'MIIOKCEMHS,
KOTOpasi COMPOBOXKIAETCS] TeHEPAITN30BAHHON THIIOKCHEH
TKaHeH, THIEPIPOAyKIeld S)PUTPOIIOITHHA U CTHUMYJISI-
e aputpornonsa. [1osBiIeHHe 3pUTPOIMTO3a TIPH 3TOM
SIBJISIETCSI A/IEKBATHOU MPUCITIOCOOUTENLHO-KOMIIEHCATOP-
HoM peakuueil Ha runokcuto [31]. Yame Bcero s3putponu-
TO30M COITPOBOX/IAIOTCSI XPOHUYECKash 0OCTPYKTHBHAsS
0oJ1e3Hb JIETKUX ¥ OpOHXHAaJIbHAS ACTMa, €CII OHH TIPOTe-
KalOT C IPHU3HAKAMH JIBIXaTeJbHOW HEJIO0CTATOYHOCTH.
DPUTPOLMTO3 SBIISETCS KIIMHUKO-Ta00paTOPHBIM ITPOsIBIIE-
HUEM JIEKOMIIEHCUPOBAHHOTO XPOHUYECKOTO JIETOYHOTO
cepaua. bponxocnasm, THNEpTPOPHsT MBIIIEYHOTO CIIOS
OpOHXOB M HAINYHNE BSI3KOW CIIM3H B OPOHXAX 3HAYUTEIILHO
HapYIIAIOT MPOIECChl OKCUTEHAIIMN KPOBH TIPH 3THX 3a00-
JIeBaHUSIX. [ MTIOKCEMUsI IPUBOIUT K TUTIOKCUH TKAHEH, YTO
COIPOBOXKIAETCSI TUTIEPITPOAYKIUEH SPUTPOIIOITHHA, CTH-
MYJSIIUEH JIPUTPONO’3a M TeMOIIOOMHOOPa30BaHMS.
DPUTPOIMTO3 MOXKET HAOMIONATHCS M 'y OOJIBHBIX XPOHH-
YECKUMH HEOOCTPYKTHBHBIMU 3a00JIEBAaHHSIMHU JIETKUX,
€CJIM TIOCJICHNE COTIPOBOXKAAIOTCS I'PYyOBIMU CTPYKTYP-
HBIMH U3MEHEHUSIMU OpOHXOJIETOYHOW CHCTEMBI M HCTO-
IIEHUEM KOMIIEHCAaTOPHBIX MEXaHU3MOB MOJIEPKKU
romeocTtasa [17]. Tak, mHeBMOCKIepo3 1 sM(pu3ema sB-
JISIFOTCSL CITyTHUKAMU OOJIBITMHCTBA XPOHUUECKUX HeEcIie-
nupuYecKux 3a00JCBaHMKA JISTKUX, a YTOJIICHHE
aJIbBEOJISIPHO-KATMIUIIPHBIX MEMOpaH, 00pa3oBaHUe CO-
€IMHUTEIILHOTKAHHBIX [IEPUBACKYIIPHBIX My(T, H3MEHe-
HUE CTPYKTYPHI U HapyIICHUE JJIACTHYHOCTH JIETOUHOMH
TKaHHM TaKKe MOTYT 00YCIIOBUTh HAPYIICHUE OKCHI'€HAIIUH
KpPOBH, pa3BUTHE TMIIOKCHH M IOSIBICHHE 3PUTPOLIMTO3a
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[17]. HapymieHusi OKCUTeHALIMK KPOBU M Pa3BUTHE IPUT-
POILIMTO32 BO3MOYKHO M B CITy4asiX HaJW4YHsl OOIUTEpaIn
TUIEBPAIILHBIX TIPOCTPAHCTB, SKCCYAaTUBHOTO TUIEBPHUTA,
OITyXOJIEBBIX ITPOLIECCOB B JIETKUX, MOCIE PE3EKIIUH JIer-
KUX, TIPU CHIJIMKO3€e, a30ecTo3e, aHTpako3e, CKIepoTHIe-
CKUX M3MEHEHHSX JIETOYHOW apTepuu U ee BETBEH,
cuHapome Aspza-Appuiaro u cuHapome XamMmeHa-Pruaa
(muddy3HOM TIporpeccUpyronieM MexXyTodHoM (rodpo3e
nerkux) [9, 12].

B oTiuume oT APYrux CUMITOMATUYCCKUX DPUTPOIIH-
T030B, Au(PepeHIaTbHAas TMarHOCTHKA THITOKCHYECKUX
SPUTPOIMTO30B C UCTUHHOM MOJIUIIUTEMHEH 00Jeryaercs
HAJIMYMEM OYEBHIHOTO 3a00JICBAHUS OPOHXOJICTOYHOM HITH
Kap/iMopecnuparopHoi cucteM [24, 28]. Jlns Hanbonee ya-
CTBIX THITOKCHYECKUX DPUTPOLMTO30B, BCTPEUAOIIUXCS
MIPEUMYIIECTBEHHO Y TAIIMEHTOB C TIATOJIOTHEl OpoHXoIIe-
TOYHOU CHUCTEMBI, XapaKTepeH «CUHHUN IIHAaHO3» — TUIIO-
KCHYCCKUH, OKpacKka KOKH Y HUX OyaeT 00Jiee CHHIONTHOM.
B T0 )¢ BpeMs 111 OOJIBHBIX UCTUHHOM MOJUITUTCMHCH
OoJiee XapakTepHa KpacHO-BHIITHEBAsh OKpacKa KO)KHOTO
MOKpOBa. BhIpakeHHOCTh KPacHOTO MJIM CHHEBATOTO OT-
TEHKa KO)KH 3aBUCHT €Ile U OT CTETICHH JMIATALUH TIepH-
(bepryeckoil COCYTUCTON CETH M CKOPOCTH KPOBOTOKA B
9THX Y4acTKaX, OTOMY YTO 9TH (pakTopbl 00YCIIOBINBAIOT
KOJIMYECTBO peaylupoBaHHOro remornoouna [17, 20].
Jlpyrue KIMHUYECKHE MPOSIBICHHS a0COIIOTHBIX SPUTPO-
LIUTO30B (MHBEKIIMS COCYA0B CKIep, cumntoM Kymnepmana
— YeTKasl TPaHMIlA MEXIY TUIICPEMUPOBAHHBIM MATKHM
HEOOM | OJIEIHBIM TBEPBIM HEOOM, CHMIITOM «TPOMOHPO-
BaHHOW MIVIBI» | JIp.) He cnenuduyuHbl. OOHapyKuBaeMoe
IIPY MAJIBIAINK YBEIUYEHUE CEJIE3CHKN MCKITI0YaeT BTO-
PHUYHBIHA XapakTep dpuTpolLuTo3a. B To ke Bpems npu na-
TOJIOTUM OPOHXOJIETOYHOH CHUCTEMBI MOTYT UMETh MECTO
YMEpEHHBIE JEUKOLUUTO3 U TPOMOOLNTO3 (HEBBICOKHIA)
BCJIEJICTBUE HAJIMYMSI B OPraHU3ME XPOHUUECKOTO o4ara
uHdpekyn [2, 3].

Takum 00pa3oM, CIIOKHOCTH B TIpoBeneHuU AuddepeH-
LUATBHOTO JIMarH03a BO3HUKAIOT C HAYaJIbHOM CTajue nc-
TUHHOMW TOJIMIUTEMHUH KOIJIa Y TAaKUX MallMeHTOB eIl HeT
orpenessieMoi NajbIIaTOPHO CIJICHOMET aINH U ITaHIIUTO3a
[8,9,29]. [ToMoraer B TMarHOCTUKE BBISABIEHUE TPUUHHBI
JUTSE BTOPUYHOTO 3PUTPONNTO3a. BaskHoe 3HaueHue B tud-
(epeHIaTbHOM IMarHOCTHKE MEXY UCTHHHOM TIOJIUTIH-
TEMHEH M TUINOKCHYECKUMHU JPUTPOLUTO3aMH HMEET
MI0Ka3aTellb HACHIIEHHSI apTepHaIbHON KPOBU KHCIOPO-
oM [5, 26]. YMeHbleHue 3Toro nokasareins Huxe 92%
CBHUJIETENLCTBYET B MOJIb3Yy dpuUTporutosa [4, 26]. Jns
CHUMITOMAaTHYECKUX SPUTPOIIMTO30B MPH OTPEJICIICHUH T1a-
paMeTpoB TPaHCIIOPTa KUCIOPOAa KPOBBbIO CBOHCTBEHHO
CMEIeHHe KPUBOW JMCCOIMAIMM OKCHUTEeMOITIOONHA
BIIPaBoO, a JJIsi UICTUHHON TIOJUITUTEMUH — BIIEBO [4, 26].

[Ipu cuMOTOMAaTHYECKUX IPUTPOLINTO3aX BCErya Ha-
OrofaeTcsl APUTPONOITHH3ABUCUMOE CTUMYIUPOBAHUE
SPUTPOII033a, B TO BPEMsI KaK IPUTPOIIMTO3 TIPH IPUTPE-
MHUH OTOOpakaeT KIOHAIbHOE MUeNnonpoindepaTiBHOE
3a0oJieBaHue; U yPOBEHb DPUTPOIOITHHA B IJIa3Me KPOBU
B HAQYaJIBHBIX CTAJAMSIX Pa3BUTHS ATOTO 3a00JICBAHHS MOKET
TaKke ObITh TMarHOCTUUeCKUM KputepueM. [Ipu HapacTa-
HUH SPUTPOIMTO3 PA3BUBACTCS TUCIUPKYJISTOPHAS THUIIO-
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KCHSI TKaHEH, TIPEXkIe BCEro, IPUTPOIIOATUHIIPOLY IUPYIO-
KX, [T03TOMY U JUATHOCTHYECKOE 3HAYCHUE 3TOTO IMOKa-
3aressi ymeHblnaercs [4, 5.

BaxxubiM 3BeHOM nu(depeHIMATbHON JHarHOCTHKH
SPUTPOIIUTO30B SBILICTCS U3YyUCHHUE KYJIBTYPBI SPUTPOU/I-
HOTO pocTKa in vitro. Ee poct 0e3 mobaBiieHust 3pUTPOIIOd-
THHA HAOJIOAAIOT TPH HCTHHHOHM MOJHUIUTEMHHU, B TO
BpeMsI KaK MPU CUMITTOMATUYECKUX IPUTPOILIUTO3aX OH OT-
PpHULATEIBHBIN.

BonbIoe 3HaYeHue 11 TUATHOCTUKHM UCTUHHOM IMO-
JIUIIUTEMUH UMEET TPEITaHOOUOIICHS TTOIB3OIIHOM KOCTH
C MOCJIETYIOINM HCCIIeJOBAHHEM KOCTHOTO Mo3ra. McTun-
Hasl TOJIUIUTEMHUST MOP(HOTOTHUSCKA MOXKET OBITh HIICH-
TUQUIMPOBaHA KAk  MaHMHEI03  (TPEeXpOCTKOBas
THITEePILIa3us KOCTHOTO MO3T'a) B BHJIC THIICPILIA3UHU IPUT-
POMIIHOTO M TPAHYJIOLMTAPHOTO POCTKOB, THIICPILIA3HH
SPUTPOIUTAPHOTO U METAKAPUOIIUTAPHOTO POCTKOB, H30-
JIUPOBAHHOM TUTICPILIA3UH SPUTPOLIUTAPHOTO pocTKa. [1pu
CHUMIITOMATHYCCKUX IPUTPOIIMTO3aX KOCTHBIA MO3T B Tpe-
nmaHoOuonTare OyIeT B mpezeiax HOPMaJIbHBIX ITOKa3are-
new [6].

B Hacrosiee BpeMsi yCTaHOBJICHO, YTO MPUIHHON KJT0-
HaJbHOU Tposudepaliuy MPU UCTUHHOW MOJUITUTCMHH,
KaK ¥ [IPU Psjie IPYTUX MUEIIONPoirdepaTuBHBIX 3a00I1e-
BaHUSX, SBJISIETCS MyTallysl B TeHe TUPO3UHKUHA3b JAK2
(JAK2V6617F), pacmonoxeHHOM Ha Xpomocome 9. Cuu-
TaeTcs, YTO JIaHHasi MyTalusl Bctpedaercs B 97% mnpu uc-
THUHHOM  TOJHMIUTEMHH, YTO  SBISICTCS  BaKHBIM
JIUATHOCTHYCCKUM KPUTEPHEM IPH MPOBEACHUHU Tudde-
PEHIMATBHOTO JUArHO3a ¢ CUMIITOMATUYCCKUMHM SPUTPO-
nurtozami [30].

Mo knaccudukanmm komurera sxcriepro BO3, Bee 3a-
OoneBaHusl, CIOCOOCTBYIOIINE PA3BUTHIO XPOHUUECKO20
né20un020 cepoya (XJIC), MOXKHO pa3neiiuTh Ha TPH 00JIb-
e rpynnsl: 1) OpoHxonerounas ¢popma; 6one3HH, mopa-
JKAFOIIIUE BO3IYXOHOCHBIC ITYTH U aJTbBEOJIbI: XPOHHYCCKAs
oOcTpykTHBHas 6onesnsb Jerkux (XOBJI), smpuzema nér-
KX, OpOHXHATbHAsI aCTMa, ITHEBMOKOHHO3BI, OPOHXO03K-
Ta3pl, IOJUKHCTO3 JETKUX, CapKouao3, audQy3HbIi
MTHEBMOCKJIEPO3 | T.1I.; 2) TopakonuadparMaibHas Gopma;
0oI1e3HH, TTOPAKAIOIIME IPYIHYIO KIETKY C OTpaHUYEeHHEM
MTOJIBIDKHOCTH: KU (HOCKOTHMOTHIECKAsI TPyIHAs KIICTKa, 00-
ne3Hb bexrepeBa, cOCTOSHME MOCIE TOPAKOIUIACTHUKH,
HEPBHO-MBIIICYHBIC 00JIC3HH, Mape3 quadparMbl, CHHIPOM
[MukBuka u T.1.; 3) BackyisipHas ¢opma; O0JIe3HH, Imopa-
JKAFOIIIUE COCY/IbI JICTKUX: IEPBUYHAS JIETOYHASI TUTICPTCH-
3Wsl, BACKYJIUTHI (QJUICPTHUCCKUM, OOIUTCPUPYIOIIHIA,
Y3€JIKOBBIN, BOTYaHOUHBINA U JIp.), aTepOCKIIepO3 JIETOUHOM
apTepuH, CAaBJICHHE CTBOJA JIETOYHON apTepuH | JIET0Y-
HBIX BEH OIYXOJISIMH CPEIOCTCHUS, U Ip. B ocHOBe pa3Bu-
i XJIC JeKHUT JIerodHasi TUNepTeH3Us (TTOBBIIICHHE
JIABJICHHSI B MAJIOM Kpyre KpOBOOOpaIeHUsI BCIISICTBHE
MaTOJIOTMYECKUX MPOIIECCOB B JIETKUX U OpoHxax). [Ipu
00CTPYKTHBHBIX ITPOIIECCAX BCIIEICTBUE HAPYIIIEHHST OPOH-
XHAJLHON MPOXOIUMOCTH CHUYKACTCS aIbBEOJIIPHAST BEH-
TWISAIUS, HapyliaeTcs Ta3000MeH M yYMEHBIIACTCS
coziepKaHue KUCIIOpo/ia B AJIbBEOJISIPHOM BO3/yXe (pa3Bu-
BacTCs aJIbBEOJISIPHAS TUTIOKCHS ), YTO CIIOCOOCTBYET HApy-
IICHUIO CHAOXEHMs TKaHeW kuciopomom. [lo mepe
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nporpeccupoBanusi XJIC HacTynaroT CIBUTHA KUCIOTHO-
IIEIOYHOTO COCTOSTHMUS, KOTOPBIE TIEPBOHAYAIILHO KOMIICH-
CHUPOBaHbl, HO B JaJbHEHIIEM MOXET HaCTyIHTh
JIeKOMITeHcalys HapymeHnid. OCHOBHBIMH NPH3HAKAMU
JIETOYHOTO Cep/Ilia SIBISIIOTCS YBEJIMYCHUE pa3MepoB Tpa-
BOTO HKEITy/I0YKa U N3MEHEHHS B KPYITHBIX COCYIaX Majoro
Kpyra B BUJI€ IePEePa3BUTHSI MBIILIEYHOI 000IOUYKH, CyKe-
HUSI IPOCBETA C TOCIIENYIONIMM CKIEpO3HpOBaHreM. Bbi-
PaKEHHBIH SPUTPOLUTO3, AUATHOCTHPYEMBIH Y MHOTHX
6ombabIX XOBJI, conpoBoxkiaercsi yBelnMYeHHEM arpera-
LUK SPUTPOLIUTOB U BI3KOCTH KPOBH, UYTO €Ille OOIIbIIIE 3a-
TPYIHSET KPOBOTOK IO COCYAMCTOMY pYCIy JETKHUX,
YBEJIMYMBAsI €T0 conpoTuBIieHuE. [10BbIIICHNE BI3KOCTH 1
3aMeJJICHHE KPOBOTOKA CIIOCOOCTBYIOT 00pa30BaHHMIO MTPH-
CTEHOYHBIX TPOMOOB MEJIKUX BETBEH JIETOUHOW apTepuu
[13, 16]. Co BpeMeHEM B YBEJIMUYEHHOM U W3MEHEHHOM
MHOKap/ie pa3BUBAIOTCS TUCTPO(YUUECKUE U HEKPOTHYE-
ckue nu3Mmenenus [13, 16].

Pa3nnyaroT KOMINEHCHPOBAHHOE U JICKOMITIEHCHPOBaH-
Hoe XJIC. B ¢aze komreHcalmm KIMHUYECKas KApTHHA Xa-
paKkTepusyeTcs IaBHBIM O0pa3oM CHUMIITOMATHKOW
OCHOBHOTO 3a00JIeBaHHs U XPOHHYECKOH IbIXaTelIbHOH He-
JIOCTaTOYHOCTHI0. KiTMHUYeCKne MpU3HAKKA YBEIHYCHUS
MIPaBOT0 JKENTYI0YKa OOBIYHO BBIPaYKEHBI HESPKO M HAOIIO-
JIAFOTCS HE BO BCEX CIIydasiX. Y psifia OOJIbHBIX BBISBISIETCS
MyNbCalysl B BEpXHEH 4acTH kuBoTa. Pa3zBepHyTas Kiu-
HUYECKas CHMITOMAaTHKa HaOJIFo1aeTCsl P IEKOMIIEHCH-
poBaHHOM JeroyHoM cepane. OCHOBHOH kanoOoi
OOJIBHBIX SIBJISIETCS OJIBIIIKA, KOTOpasi 00yCIIOBIIEHa KaK
JIBIXaTeIbHOW HEJIOCTaTOYHOCTHIO, TAK M IIPUCOSTUHEHNEM
MIPaBOKEITYTOYKOBOM HeOoCTaTOUHOCTH. OJIBIIIKA YCHITH-
BaeTcsl IpH PU3NIECKOM HANPSKEHHH, BIIBIXaHUHU XOJIOM-
HOTO BO3/yXa, B IOJOXeHHH Jiexa. Hepenko OonbHBIE
TIPEIBSIBISIEOT XKaJI00bI Ha 00K B 00J1aCTH cepyilia, He CBsI-
3aHHbIE ¢ (PU3NUECKOW HArpy3KOH U HE KyITUpyeMBbIe Ipure-
MOM HuTpormiepuna. [IpuunHamu Ooneit B obmactu
cepAla Ipy 3TOM 3a00JIEBaHUU SIBIISIIOTCS. OOMEHHBIE Ha-
PYILLIEHUS] MHOKap/ia, 8 TAK)Ke OTHOCHTEIIbHAS! HEJJOCTAaTOU-
HOCTh KOPOHApHOT'O KPOBOOOpAIIEHUS B YBEIUYEHHOM
NPaBOM JKeilynouke. boneBble omiymieHus B 001acTu
cepAna MOXKHO OOBSICHUTH TaK)Ke HAINYHUEM JIETOYHO-KO-
poHapHoro peduieKca BeeICTBUE JIETOYHOM THIIEPTEH3UH
U pacTshDKCHHsS CTBOJA JierouyHo aprepuu. Ha ¢one pac-
MIPOCTPAHEHHOI'0 TEIIOr0 UAHO03a, SBIISIONIETOCS CUMII-
TOMOM OCHOBHOTO JIETOYHOT'O 3a00JIEBaHMsI, MOSIBISIETCS
«XOJIOHBII» IIMaHO3, CHHIOLIHOE OKpPAIINBaHUE KOHEUYHO-
cTeil. BakHBIM NPU3HAKOM JIETOYHOTO Cep/Ia SBISIeTCS
HaOyxaHHe MIEHHBIX BeH. B OTim4me OT JpIXaTenbHOoi He-
JIOCTaTOYHOCTH, KOT/Ia IICHHbIE BEHbI HA0YXAaIOT B IIEPUOJ
BJIOXa, NP JEKOMIIEHCUPOBaHHOM JIETOYHOM CEpALIE IIeii-
HBIE BEHBI OCTAIOTCS HAOYXIIMMH KaK Ha BJIOXE, TaK M Ha
BBIJIOXE. XapaKTepHa MyJbcalusl B BEpXHEH YacTh KUBOTA,
oOycIIOBIIEHHAsI YBEIMUSHHEM IMPaBoro xenyaouka. Oc-
HOBHBIMH KJIMHUYECKUMH TIPU3HAKAMH MPABOKEITYI0YKO-
BOM  HEJIOCTAaTOYHOCTH  SIBISIIOTCSL  y4allleHHOE
cepaleOreHne, yBeJIMYeHUE TeUeHH, COTPOBOKAAIOIIUECS
YyBCTBOM TSDKECTH B IIPABOM IMopedephbe, OTCKH Ha HHK-
HUX KOHEYHOCTsX. [Ipy aycKynpTanuu cepaia oTMedaeTcst
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IIIYXOCTh CEpJCYHBIX TOHOB. ApTEpHalbHOE JaBICHUE
00BIYHO HOPMAJILHOE HJIH IOHMKEHHOE. B TepMUHANBHON
CTaJIMM HApacTalOT OTEKH, OTMEUaeTCs YBEIWYCHUE
TIeYCHHU, CHIDKEHUE KOJIMYECTBA BBIACISEMON MOYH, BO3-
HUKAIOT HApYLICHUS! CO CTOPOHBI HEPBHOW CHUCTEMBI (TO-
JIOBHBIE OOJH, TOJIOBOKPY)XKEHHE, LIyM B TOJIOBE,
COHJIMBOCTbD, aIlaTHsl), YTO CBSI3aHO C HApYIICHHEM ra3o-
BOT'0 COCTaBa KPOBH M HAaKOIUIGHUEM HEIOOKHCIICHHBIX
MIPOYKTOB.

Cpenu npuuuH pa3Butus XJIC BaxHOE MECTO 3aHU-
MaeT KpaiHsisl CTeTIeHb OKMPEHUS C albBEOISIPHON THITO-
BeHTWIsIIMEH (puc.), T.H. cunopom ITuxeuka (1o uMeHH
nmuteparypHoro reposi npoussenenus: Y. Aukkenca «Ilo-
CMepTHbIE 3anMCKH [IMKBUKCKOTO Kiy0a», CTpajiaBIIero
OXKHPEHUEM). DTO COCTOSTHUE, TIPH KOTOPOM JIFOIM C ITOBBI-
LIIEHHOI Maccoll TeNa HCIBITHIBAIOT aJIbBEOJSIPHYIO THITO-
BEHTUJISALIUIO (HE CTIOCOOHBI JIBIIIATH JIOCTATOYHO TITyOOKO
1 OBICTPO), YTO BEAET K HU3KOMY YPOBHIO KHCIIOPO/Ia U BbI-
COKOMY YPOBHIO YIJIEKUCIIOTO ra3a B KPOBU. DTOT CHHIPOM
CYUTAETCS MOATUIIOM OOCTPYKTUBHOTO alTHO? cHa. Bo3Hu-
kaeT B Bo3pacte 40-60 yet, BcTpeuaeTcs B OCHOBHOM Y
Myx4uH. OKUpEeHNE TIPUBOIUT BHICOKOMY CTOSTHHIO JTHa-
(parmMbl, K TOCTOSIHHON 0OCTPYKIINU BEPXHHX JIIXaTEIIb-
HBIX ITyTel U YMEHBIIICHHUIO JIETKUX, 0COOCHHO HOYbIO [27].
DTO cIOCOOCTBYET Pa3BUTHIO ATbBEOJISIPHON THUITIOBEHTH-
JISIIIMU B THEBHOE BPEMsI, UTO BEJET K XPOHHUYECKOMY 000-
ramenuto CO, [27]. XpoHnudecKas TUIIEPKAITHUS SABIIAETCS
MEXaHM3MOM, KOTOPBIH 3aIUIIAET OPraHbl AbIXaHHsI OT UC-
TouieHus. B pe3ynbrare nbIxaTenbHbId EHTP BCe MEHbIIE
pearupyet Ha conepxkanre CO, B kposu. Tak casuraercs
yCTaHOBKA B peryisiuuu abixanus. OpraHnusm pearupyer
Ha THIIOKCHIO YBEJIMYEHHEM KOJHYECTBA 3PUTPOLUTOB.
[MostBnsitoTCs TITyOOKKE HAPYIICHUS IIXaHHSI, COTIPOBOXK-
JIAIOIIME COH: Xpal W arHod. Yepes HealeKBaTHBIA COH
BO3HUKAET BBIPAYKEHHAs THEBHASI YCTANOCTh. Pa3zBuBaercs
JIbIXaTeNbHast HeI0CTaTOYHOCTh. | MIOBEHTHIISILINS JIETKHX
TIPUBOJIUT K TMIIOKCHU C BTOPHYHBIM 3PUTPOIMTO30M U K
TUIEPTEH3UH MaJoro Kpyra KpoBOOOpaIIeHUsl C pa3BU-
tueM XJIC, a Taxke K TUIEpKalHUM ¢ HApyIIeHUeM KHC-
JIOTHO-IIEJI0YHOTO paBHOBecus [14].
Knunuko-naboparopHas kaptuHa cuapoMa [IukBuka
CKJIJIbIBAETCS U3 CIEAYIOIUX MPOSIBICHUHN: OKUpEeHUe 3-
4 cTerneHy MpH JUIMTETLHOM OrPaHUUEHHUH JIETOYHOTO JbI-
XaHUS; BBIPAKEHHASI COHJIMBOCTh B JTHEBHOE BpEMS;
LEHTPATBHBINA [IMaHO3 U aKPOLMAaHO3; OJIBIIIKA B TIOKOE C
3aTPYIHEHHBIM BJIOXOM H BBIJJOXOM, YCHIIMBAIOIIASICS ITPU
(u3MUEeCcKOl Harpy3Ke 1 3aChIIIaHNH; MPEPHIBUCTOE JbIXa-
HUE ¥ NIEPHOINUECKUE OCTAHOBKH JIbIXaHMUs (AITHO?), 0CO-
OEHHO BO BpeMs CHa; Xpall ¥ pacCTPOUCTBa CHA; ObICTpast
YTOMJIISIEMOCTb; OTEKH — BHaYaJle Ha HIDKHUX KOHEYHOCTSIX,
TI03)Ke pa3BUBACTCS aHACAPKA, KMKOCTh MOYKET CKallJIH-
BaThCs B €CTECTBEHHBIX IOJIOCTSIX TeJla; SPUTPOIIUTO3; JIe-
TOYHas M apTepuasibHasl THIIEPTEH3Us; TUNICPKAHUAS U
THITOKCHSI.

B xauecTBe npumepa NpUBOAMM CIy4aid TUTIOKCHYE-
CKOT'0 DPUTPOIMTO3a, Pa3BUBLIETOCS y NallMeHTa Ha (oHe
XJIC, chopmuposagierocs Beaenctsue couetanus XOBbJI
u cuHApoMoB [TUKBHKA M «HOYHOTO artHOdY.
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Puc. Buennuii Bun 60abHOT0 ¢ cMHApoMoM [TukBuKa.

bonvuoti P, 1973 200a podicoenusi. enepgvle nocmynui
8 NyILMOHON02UYECKOe omoenenue AMypckotl 001acmmuotl
kaunudeckot oonvnuywl (AOKB) 6 ansape 2010 2. mawiu-
HOU CKOpOU NOMOWU C MHCANoOAMU HA 6bIPANHCEHHYIO
00bIUKY Npu HeDOIbWOU Puzuyeckoll Hazpyske, OOIb 8
2pYOHOIL KIemKe Cle6d, He KyRUpYIouyiocs npuemom Hum-
pamos, ciadocmy, Kauielb co CKyOHbIM KOTUYECmEoM Clu-
3UCTOU MOKPObL, NEPUOOUYECKU KPOBOXAPKAHDE.

B anamnese onumensroe kypenue (20 1em no nauxe cu-
2apem 6 Oetb), odcUpeHue ¢ MoL00020 803PACd.

Cocmosnue 601b1H020 Npu NOCHYNIEHUU PACYEHEHO
Kax maxcenoe. Ha xoowce — ymepenno svipasicennuiii oug-
Gysnoril yuanos. llepugpepuueckue numeoysnvl ne yge-
auuensvl. Oxcupenue Il cm., nepguunoe, arumenmapHoe,
aboomunanvusill mun. Taxukapous oo 120 yoapos 6 mu-
nymy. Apmepuanvnoe oasnenue 110 u 60 mm pm. cm. Ipu
ayckynomayuu cepoya ommeudeno ycunenue u axyeum II
MOHA HAO E20YHOU apmepueli u MPEXCMEoPUaAmbIM Kid-
NAHOM, CUCTNOTUYECKUL WYM 6 IMUX MOYKAX, pacuyjenie-
nue Il mona. B HudicnHux omoenax npagoco 1é2ko2o
sulCYMUSaAnU ocnadnenue ObIXaHUs, GIANCHbIE XPUNb,
wym mpenus nieepul. Huscnuii kpaii newenu evicmynaem
Ha 5 cm Hudice npasotl pebeproti Oyeu. CenezeHka naibna-
mopHo ne onpedensemcs. Ilamonocuu nouex He 8uiA61eHo.
Ha obeux conensax omexu.

Knunuueckuii ananuz xposu: cemocnooun 197 2/n;
apumpoyumsl — 7,25 % 10"2/n; neikoyumor — 14,9 x<10°/n;
COD — 22 mm/u; nanouxosioepuvie — 3%, ceemenmosoep-
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note — 90%,; monoyumul — 3%, aumpoyumeor — 4%, mpom-
ooyumer — 220x10°/n.

Ha DKT" onpedensinucy 6ce npusnaxu, xapakmepHle
01 mpombosmbonuu nezounou apmepuu (TOJIA).

KT opeanos epyonoii nonocmu: KT-npusnaxu eounuy-
HbIX YUACMKO8 36€304amo20 J10KAIbHO20 HHEBMOCKAEPO3a
6 3a0nem cyonaegpaivHom omoeie S6 npasoco 1e2Kko2o.
Ipusnaxu nezounou eunepmenzuu. CyoniespaibHoe
Yniomuenue 1e204Hol mKanu 6 0onacmu 3a0nell nogepx-
nocmu S6, S10 npasozo nezkoeo.

Buicmasnen knunuyeckuti ouaenosz: XOBJI, cmewannas
Gopma, msicénoe mevenue obocmpenue. /[H I1. XJIC, Oe-
Komnencayus. Bmopuunwvlil (cumnmomamuyeckuti) spum-
poyumosz. Ooxcupenue Il cm. Ilepeuunoe. Cunopom
Tuxsuxa. Cunopom HoOuHO20 anHod (8vicmagien anamHe-
cmuyecku co ¢108 poocmeennuxos). TOJIA. Ungaprm nee-
koeo S6, S10 cnpasa. /[H I1.

Ipu uccnedosanuu Koazynozpammol u 2eHeMU4ecKux
NOTUMOPPUIMO8B, CEA3AHHBIX € MPOMOOTNUYECKUM PUCKOM,
KAKUX-1ubo OaHHbIX, KOMOpble MOHCHO ObLIO Obl MPAKMO-
8amb 6 NONL3Y «HACIEOCMEEHHOU 2eMATO2eHHOU MPOMOO-
Qunuuy eviagneno ne oOvino. B kauecmee npuuunmblx
gaxmopos TOJIA pacyenunu czywenue Kposu 8cieocmaue
niemopul, MopghonocunecKue usMeHeHus 1e204Holl apme-
Ppuu npu 2unepmen3ull, oHcupene u OUCIUNUOEMUIO.

Ilocne npogedenus nevenus NPamviMu AHMUKOA2Y IAH-
mamu (cenapun, ppakcunapun), aHmubaKmepuaIbHol me-
panuu, nocreocmeus TAJIA paspewunuces. boln gvinucan
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6 Y0081emeopuUmenbHOM cOCmosiHuu. B danrvretiwem 06a
pasa é 200 HabOaemcs 6 NYIbMOHOLOSULECKOM Omoee-
nuu AOKB. [lepuoduuecku becnokosim 6oau 6 cepoye, no-
CMOSIHHO OMEKU HA HUIICHUX KOHEUHOCMSX, Kaulelb U
00bIULKA NPU HEOONLUOU PusuyecKol Hazpyske. B nauane
6 Kauecmee NoCmosHHOU NPOPUIAKMULECKOL AHMUMPOM-
bomuyeckoll mepanuu NPUHUMAIL 6aPOAPUH 8 PAZTUYHBIX
003UposKax, 6 OaibHeluleM — npenapam 0aduecampana
(Ilpaoaxca) 300 me 6 cymku. [lpunumaem max dice euno-
MEH3UBHBLE, MOYE2OHHbIE, OPOHXONUMUKY U UHSATSAYUOH-
Hble 2TOKOKOPIMUKOUObL.

THocneonsis cocnumanuzayus 6 sinéape 2016 2. Ochos-
Houl duaznosz: XOBJI, cmewanuviti mun, msgicenoe meye-
Hue, obocmpeHue. Ocnooicnenue:  XJIC  cm.
Odexomnencayuu. J{H 2 cm. Bmopuunvltl spumpoyumos.
@onosoe 3abonesanue: Oxcupenue. Cunopom Iukeuxa.
Cunopom obcmpykmugnoco Hounoeo annod. Cmeamoze-
namos, akm. 1. Conymcmsyrowue 3aboneéanus: UBC.
Cmenokapous nanpsisicenuss @K II. A" [IA c¢m., puck 4,
XCH IIA. [fucmanmnuas cummempuynas oucmemadonuye-
CKasi NOMUHEBPONAMUsL, 8€2eMO-CeHCOPHbLIL BAPUAHM.

Ilpu nocmynnenuu ewvipasicennvie sgrenus JIH,
ooviuka 6 noxoe (471 24 ¢ mun.) Jughghysnoii yuanos. Om-
Meuaem xpan, OecnOKOUHbLL HOYHOU COH, OHEBHYIO COHIU-
6ocmb,  CcHudicenue  pabomocnocoonocmu.  Ilpu
00beKmueHoM ocmompe — odcupernue, pocm 165 cm, eec
156 ke (puc.). ['emoppazuueckoeo cunopoma Ha Kodice Hem.
B neckux ocnabnennoe ovixanue. Tonwi cepoya pummuu-
Hole. JKusom yeenuuen 6 odveme 3a cuem noOKOMCHO-I1CU-
posoil knemuamxu. Ilewenv na 4 cm evicmynaem u3z noo
pebepnoeo kpas. Cenesenka naibnamopHo He onpeoe-
asiemesi. Co cmopomvl opeanos moveucnyckanus oes na-
monozuy. Omexu Ha HUICHUX KOHEYHOCMSIX.

Knunuueckuii ananusz kposu: eemoenooun — 187 2/n;
opumpoyumot — 6,6 % 10"/n; netikoyumor — 7,9%10°/n; COD
— 22 mm/u; nanouxosioepuvie — 2%, ceemenmosoephvle —
67%,; monoyumol — 6%, aumgpoyumol — 35%, mpombo-
yumot — 250x10°/n. Buoxumuueckuil ananus Kposu. 2uo-
ko3a — 4,4-6,8-7,8 mmonv/n; I'azel kposu — ebipasiceHHast
2unoxcemust 6eHo3HoU Kpogu. CyOKOMNEeHCUpoBanHblil Obl-
XamenvHulil ayuoo3.

Cnupoepagus om 12.04.10 — pesxkue napyutenus BOJI
no cmewannomy muny. KEJI — 38%/]; OIKEJI — 38%/];
ODB, — 37%/; ODPB KEJl — 97%/; 110C — 23%/];
MOC,; - 22%/]; MOC;,—40%/]; MOC,, — 34%/].

OKI — npusnaxu xapaxmepuwi 015 XJIC.

V3JIC 6en nudichux koneunocmetl: enyboKue u nogepx-
HOCMHbLE 8EHbI HUNCHUX KOHEUHOCMEL NPOXOOUMbL, CHCU-
Maembl npu KOMIPECCUll, 6HYmpunoioCHubIX 00pazo8anuil
He BblSIBIEHO.

OXOKI — ounamayusi npasvix kamep cepoyd, npu-
3HaKu ne2ounol eunepmenzuu I cm. Pacuwupenue cmeona
J1e20YHOU apmepuul.

KT OI'K — npusznaxu apmepuanbHou cunepmensull.
Yuacmoxk ynnomuenus 6 nusicneii done npagoco ne2ko2o
Heobxo00umo oupgepenyuposams mexcoy yuacmkom uH-
Gaprm-nueemonuu u niesponnesmohubposa. Bvicokoe
cmosiHue Kynoia ouagpazmol.

KT-aneuonynomonoepaghust — oannvix 3a TIJIA ne 6vi-
s6neno. Cnpasa 6 HUdiCHel 00e Y4ACOK NHeGMONIe8pPO-
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¢ubposa.

Penmeenoepapus OI'K — ouazosvix u unguiempamus-
HbIX UBMEHEHUTI Hem.

Aneuoxupype — namono2uu Ma2ucmpaibHO20 KpPoBo-
MOKA 8 HUICHUX KOHEUHOCMSAX He GbIS8IEHO.

Heesponoz — oucmanmuas cummempuynas oucmema-
bonuyeckas NOIUHeEPONAMUS, 8e2emo-CeHCOPHbLIL 6apU-
anm.

KT 2ono6nozco mozea om 19.01.16 — ymepenno evipa-
JHCEHHAS 3aMECMUMENbHASL CMEUAHHAsL 2UOpoyepanusl.

Ogmanvmonoz — anmuonamusi cCemuamiu.

Tayuenm nonyuan cnedyiowee nevenue: Y8iaiCHeHHblll
KUCI0pOO, HeDyau3ep ¢ OPOHXONUMUKOM, 2ENAPUHOM, M)-
KOMUMUKU, NPEOHU30I0H 6HYMPUBEHHO, AHMUOUOMUKU, 2U-
NOMEH3UGHble, — NPenapamvl — Kaius,  MOYE2OHHbIe,
HOOMPONbl, NPAOAKcd.

Ha ¢one nevenus camouyscmsue ynyvwunocs. Camy-
payus 98%.

Pexomenoosano ons ambynamopnoeo nevenus: neby-
aauzep (bepooyan 15-20 kan. 3-4 paza 6 cym., 6yoenum
0,5 2-3 paza 6 cym., ambpobene 20 kan. 2-3 paza ¢ cym.),;
cnupuga pecnumam 1 paz ¢ cym. nocmosiHno, cepemuo
50/500 2 003wt 2 paza 6 cym.,; npadaxca (150 m2) 1 mab. 2
paza 6 cym.; mab. eunomuazuo 50-100 me ympom uepes
Oenb; BePOUNUPOH, KUCTIOPOOHDIL KOHYEHMPAMOop.

B nmanHOM city4yae NpUYUHON SPUTPOLUTO3A SIBISIETCS
nanuuue XJIC, cpopmuposasiuerocs: Benencrsue XOBJI,
CHUHJI[POMa «HOYHOTO arHo03» (OpPOHXOJETOYHBbI MeXa-
HU3M), curapoma [TukBrka (Topako-auadparmMaabHbIA Me-
xaHu3M). Tspkenoe, 3aTsDKHOE TedeHHe 00CTPYKTUBHOTO
nporiecca B OpoHXax, HapyIIeHHE SKCKYPCUH AHapparMbl
CIOCOOCTBYIOT Pa3BUTHIO TUTIOKCEMHH, UTO SIBIISETCS CTH-
MYJIOM JUJIsl BBIPAOOTKH MOBBIIICHHOIO KOJUYECTBA IPUT-
POLIMTOB.

OJIHO¥ W3 IPUYHH «JICTOYHBIX)» IPUTPOIIUTO30B MOKET
SIBUTHCS APMEPUOBEHOZHAA MATIb(OPMALUA COCYO08 Tlee-
kux. Cocynucras manbpopmanus (malformation — Herpa-
BIJIBHOE Pa3BUTHE) 3TO AHOMAJINS Pa3BUTHUS COCYANCTOTO
pycia, XapaKTepU3yoIasicsl HePaBUIbHBIM COCTUHEHHEM
apTepui, BeH WM 00enx. Bo3amMoxkHbI Masb(hopmanuu Hop-
MaJIbHBIX BCH (BCHO3HAsl aHTMOMA) WJIM apTepHUi, HAIps-
MyI0  [EpeXo[sluX B BeHbl (apTepHOBEHO3HAs
Manbhopmanus). ApTeprOBeHO3HbIE Malb(hopMaluu —
aHOMAJIHOE CIUIETEHHE KPOBEHOCHBIX COCYIOB, B TOM
cilyyae apTepuasibHasi KpOBb U3 apTepHid MoMnaaaeT npsmMo
B BCHBI, MUHYs KaMWUIIPHYIO CeTh. [103TOMy BeHBI
OOBIYHO PACIIUPSIOTCS, TaK KaK MPUHUMAIOT JIOIMOJHU-
TeNBHBIN 006EM KpoBH. [laTtodusronorndeckoe neiicTBue
apTEepUOBEHO3HON Masib(opManuu 00yCIOBJICHO HaJU-
YHeM CHHpOMa 00KpaIbIBaHHsI TKAHHU OpraHa B Oacceiine
JIaHHBIX cocyloB [22, 25]. CnencTBueM apTepruoOBEHO3HON
MaJTb(OpPMAITHK JITKUX SBJSICTCS PAa3BUTHE ITUPKYIISITOP-
HOW TMITOKCHH ¥ BTOPHYHOTO 3PUTPOIIUTO3A.

Y4uuThIBas PeIKOCTh JTAHHOW IMATOJIOTHH, MPUBOIUM
ciryyait 3 coOCTBEHHO MPAKTHKH.

bonvnoii 111, 1977 200a posicoenust, nepeseden 6 cema-
monoeuueckoe omoenenue AOKB 6 uione 2003 2. uz nes-
PON02UYECKO20 OMOeNeHUs, 20€ HAXOOWICsL HA leYeHUuU No
no6ody cunopoma no3eoHounou apmepuu. Ilpu obcredo-
eanuu eviseien spumpoyumos — 6,8x107n. Ipu o6v-
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eKmugHOM ocmMompe obpaujaen 6HUMAHUE YMEPEHHO Gbl-
PAadICEeHNbIU NIEMOPUYECKULL CUHOPOM. NAYUEHm NPedb-
A6sIem  HCAN0Obl HA INUB0OUUECKVIO 20J08HYIO DONb,
peoKue 201080KPYIHCEHUSL, «4YBCMBO MSANCECIIY 6 207106€,
JUYO U 8ePXHSSL NOTOBUHA MYIOBUUA UMEION He3HAYU-
MEIbHYI0 KPACHO-YUaHomuunyto okpacky. Hoemeevie ¢a-
Janeu umerom 6ud «oapabanmvlX NAIOYEeK», HOcmesble
HAACMUHKU NO MUNY «4acogbix cmekony. [lepugpepuueckue
aumMpamuueckue y3nvl He yeenuyenvl. B neekux eesuxkynsp-
Hoe Ovixanue, xpunos nem. ToHvl cepoya schvle, pumm
npasunvbhslil, apmepuanvioe oasiernue 140 u 90 mm pm.
cm., uacmoma cepoeuHviXx cokpaujeHuil 88 6 MuHymy.
JKueom msexuil, bezbonesnennsiil npu narvnayuu. Ileverns
u cenezenxa ne yseauuenvi. Co cmopomvl 0peanos mode-
sblOeneHust Oe3 Namonocuu.

Knunuueckuii ananuz kposu om utonst 2003 2.: eemoano-
oun — 200 2/n, spumpoyumer —6,8 x10"*/n, netikoyumor —
6,5 x10°/n, mpomboyumer — 180 10°/n, COD — 5 mm/u, cee-
menmosioeprvle — 54%, numgoyumol — 38%, monoyumuol
- 8%.

Bovinonnenwt 6ce neobxooumvie ucciedosanust 0isi uc-
KJIOYeHUsl UCHUHHOU NOTUYUIMEMUU U GbIAGTICHUsL NPUYUHBL
cumnmomamuyeckozo 3pumpoyumosa. Muenoepamma:
pacuiupenue 3pumpoudnozo pocmia. Iazoewiii cocmas
Kpogu: camypayus kuciopooa 56%. Ilo oannvim penmee-
HOZDAMMbL OP2AHO8 2PYOHOU KIEMKU 6 1e60OM JIe2KOM Gbl-
ABNAIOMCS MeHU OONOTHUMENbHBIX 00PA308AHULL MALOU
UHMEHCUBHOCIU NOUCOHATbHOU (hopmbl. [Ipunezarouue
K 00paz08aHUsM Y4acmKu 1e204HOU MKAHU NOBLIUEHHOU
npospaunocmu. Kopuu neexux cmpyxmyphoie. Cunycol
ce0boonble. Jluagpaema pacnonodicena o06bIUHO, NO-
osudcrna. Cepoye 00bIuHOU KOHDUeYpayuu, Kamepvi He
veenuuenwl. /s ymounenus ouaznosa evinoanena KT op-
2aH08 2pYOHOU KNEMKU: 6 JIe6OM 1e2KOM ONpeoesitomces
namonoauyeckue obpazoeaHusi HenpasuIbHOU Popmsl ¢
yemkumu Koumypamu, pazmepamu 20 na 13 mm 6 nonepeu-
HUKe, K 00paA3068aHUsM NOOX00SIM KPYNHbLEe COCYObl, 803-
OVUIHOCTID 1e20UHOU MKAHU JIe8020 N1e€2KO20 3HAUUMENbHO
nosvlutena, Kamop cocyoos ymenvuer. 3axmouenue: KT-
KapmuHa apmepuo8eHo3Hol Malb@opmMayuu 16020 ee-
K020.

bonvromy bvLn eeicmasnen duazros: Muodcecmeennas
cocyoucmas ManbPoOpmMayiisl 1e6020 i1e2K020, CUMNIMOMA-
muueckuti spumpoyumos. Ocmompen mopaKaibHbiM Xu-
DPYP2OM. YUUMbLEAST MHOJCECMBEHHOE NOPAIICEHUE BCE20
716020 1€2K020 ONepamueHoe jiedeHue e noKa3aHo. Boi-
nonneno wemvipe kpogonycxkanus no 400-500 mn ¢ nocne-
OVIOUUM BO3MEUEHUEM CONeSbIMU PACBOPAMU, HAZHAYEH
NOCMOSIHHBLI NpuemM awmuazpe2anmos. B danvuetiuiem
NPOBOOAMCSL €ACe200Hble 20 CNUMANU3AYUU 8 OMmOeleHUe
2emamono2uul 0Jisi NPOBEOEHUsT CUMRIMOMAMUYECKOU me-
panuu (Kpogonyckanus u m.o.).

Opumpoyumo3 y Kypuibuyukoe CBI3aH C pe3KUM I10-
BBIIIICHUEM YPOBHS KapOokcuremornoouHa. OKcu yrie-
pona (CO), cBsi3bIBasi reMOTIIOONH, OJIOKUPYET HE TOJIBKO
€ro CBsI3b C KHCIOPOJOM, HO U yBean4yuBaeT apduHureT
OCTaBUIETOCs TEMOIIOONHA K KUCIOpoLy. Y OpOCHBIIHMX
KypHTB JIFONICH TTOKa3aTe Il KPACHOM KPOBU BO3BPAILAIOTCS
K HOpME.

Kapooxcuzemozenobunemuu. Knaccuueckum npume-
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POM IMOBPEK/IAIOIIETO ASHCTBUS Ha KPOBb C HapyIICHUEM
ee JIbIXaTeNIbHON (DYHKIMH, 00yCIIOBICHHBIM WHAKTHBA-
LUEH KPOBSIHOTO MUTMEHTA — TeMONIOOMHA, CITYXKHUT 00pa-
3oBanue kapookcuremornobuna (HbCO) mon Bnusiauem
CO. IIponukas B kpoBb, CO abcopOUpyeTcst IpUTpPOLHN-
TaMH, BCTYIaeT BO B3aUMOJICHCTBHUE C )KEJIE30M I'eMOIIIO-
OuHa, 00pasys croiikoe coenunaenne HbCO. M3BectHO, uTo
Ka)XJIplii TpaMM remMorioduHa crnocodeH cBsizbiBath CO.
OpnHako «cponucTBo» remoriobuna k CO B 200-290 pa3
oonbure, ueM k O,. Obpasosanue HbCO npusoguT K TOp-
MOXXCHHUIO OKCHT'CHAIIMU reMOTNIOONHA, HAPYIICHUIO €ro
TPaHCIOPTHOH (DYHKIIMU U PA3BUTHIO TEMHYECKOW THIIO-
kcun. B npucyrctBun HbCO nucconmanysi okcureMorio-
OWHa 3aMeUIseTCsl, B CBS3M C 4YEeM pPa3BHBAETC
KUCJIOpoaHasi HenocTtatouHocTh. Kpome toro, CO neit-
CTBYET Ha TKaHEBbIe OMOXUMHYECKHE CUCTEMBI, COfIepkKa-
IIKE HKEJIe30 — MUOTIIOOHMH, IINTOXPOM, IIMTOXPOMOKCH/IA3Y,
uuroxpoM C, epokcuaasy, karanasy. B marorenernuecknx
MeXaHHU3Max XPOHHUYECKOH MHTOKCHKAIUK OKHUCBIO yIve-
pona BaKHYIO POJIb UT'PAeT YBEIMUCHUE HEreMOIII00MHO-
BOTO jKeJie3a M1a3Mbl, KOTopoe 00J1azaeT 0osee BEICOKUM
CPOJICTBOM K OKHCH YINIEpOZa, YeM IKeJe30 TeMoroOnHa
u, csa3biBast CO, sBisieTCs 3alIMTHBIM OydepoM, Tpes-
ynpexnaronmmM oopazosanrne HbCO [14, 16]. OqHoBpe-
MEHHO HMEIOT MECTO HapylleHHs TOpGpUPHUHOBOTO
oOMeHa, CBHIETEIbCTBYIOIINE O BO3MOKHOM HETOCpel-
ctBeHHOM jeicTBur CO Ha (epMEHTHBIE CUCTEMBI, y4a-
CTByIOLIME B OMOCHHTE3e mopdupuHos [14, 16].

Kap6okcureMoriioOnHEeMUH BCTPEYAIOTCS KaK Ha Mpo-
M3BOJCTBE (pabOOTHUKM aBTOTPAHCIIOPTA, XMMUYECKOM,
TOPHOJ00BIBAIOIIEH MPOMBIIUIEHHOCTH), TaK U B OBITY
(«yropaHue» TpH TOIKE Ie4ei, MoXKapbl, aBapuiiHasd
yTeuKa rasa, MolbITKH camoyOuiicTsa). Kimmanaeckast kap-
TUHA ocTpoit uHTOKcUKauu CO xapaKkTepu3yeTcs MoJu-
MopdusmMoM. PaznuualoT Tpu CTENEHH WHTOKCHKAIIWU:
JIETKY10, CpeTHEeH TSDKECTH U TshKeyro. Jlerkasi ”HHTOKCH-
kanus CO (comepkanue HbCO B xpoBu cocrasiser 20-
30%) mnposBisieTcs CYOBCKTHBHBIMU — OIIYIICHUSMHU:
TOJIOBHOH 0OJIbIO B 00JIACTH BUCKOB M Ji0a («ITy/bcanys B
BHCKAax» ), TSDKECTBIO B TOJIOBE, TOJIOBOKPYKEHHEM, cllabo-
CTHIO, COHJIMBOCTBIO, ITYMOM B yIIIaX, TOITHOTOM, PBOTOH.

NuTokcukanus cpeaHeit Tshxectu (conepskanne HbCO
nmocturaeT 35-40%) mpoTekaer ¢ Ooyiee WM MEHee Mpo-
JIOJDKUTENTLHOM ITOTepel CO3HaHMs, IBUTATEIBHBIM OeCIIo-
KOHCTBOM, CyIOpPOTaMH, OJIBIIIKOHN, CEPIIICONEeHNEM. DTHM
SIBIICHUSIM MOTYT IIPEJIIeCTBOBATh CHJIbHAS TOJIOBHAsS
00J1b, MbIIIEUHAast c1a00CTh, TOJIOBOKPYKEHHUE, TOIIHOTA,
pBoTa. BuauMelie clu3ucThie TPUOOPETAIOT MAaJIMHOBO-
KpacHbBI OTTEHOK.

[Ipu TspKeNbIX popMax MHTOKCUKAIMU (YBEIHYCHUE
ypOBHs KapOokcuremorimoonna mo 50%) HaOmomarTcs
JUTATENIbHASI TOTEPST CO3HAHMS, KIIOHMYECKUE U TOHUYE-
CKHE CYI0pOTH, KOMAaTO3HOE COCTOSTHHE, HEPOU3BOJILHOE
MOYEHCIYCKaHHe MK Ae(eKalys, OJIbIIIKa C PaCCTPO-
CTBOM JIbIXaHUSI, TAXHUKAp.Hs, Tuxopaka. [Ipu ocrpoii nu-
TOKCHKAallMM W B OTAAJCHHOM €€ IepHOJie BO3MOXKHO
TOpaXEHHE Pa3InYHbIX OPraHoB U cucTeM. borbine Bcero
CTpasiaeT HepBHAsI CUCTEMa, YyBCTBUTEIBHOCTH KOTOPOH K
ToKcHueckomy nercTBrio CO 00BSCHSASTCS NCKITIOUUTEIb-
HOHW TpeOOBATEILHOCTHIO €€ K PErySIPHOMY CHAOKEHUIO
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KkucsopozioM. Ipu TsbKenoi MHTOKCHKAIUH ITOCIIe BBIXOA
U3 KOMBI TOSIBJISIETCSl JBUraTeiIbHOE OECIOKOHCTBO C
MIOCIIEIYIOIIEH BSUIOCTHIO, 3aTOPMOKEHHOCTBIO, COHJIH-
BOCTBIO. MOTYT pa3BHUTBLCS PETPOrpajHasi aMHe3H s, IICH-
XMYECKUE PACCTPOHCTBA, KOTOpPHIE MPOTEKAIOT C
pa3nu4YHbBIMH (OOHSIMH, TaJUTIONMHAIIMIMY, MaHUAKAb-
HBIM COCTOSTHHEM, TaJLTIOIIMHATOPHBIM OpesoM. OnrcaHbl
CHHIPOM MIApKMHCOHM3MA, a TaK)Ke TICUXUUEeCKHE Hapyllle-
HUS B (pOpME KOPCAKOBCKOTO CUMIITOMOKOMIDIEKCA (HEBO3-
MOXXHOCTh 3aIllOMHMHAHMsI HOBOTO Marepuala, HeJaBHUX
COOBITHI TIPY COXPAHHOCTH MaMATH Ha MPOILIbIE COObI-
THST).

B mepBble CyTKM MHTOKCHKAI[MA BO3MOXKHO pa3BUTHE
OTeKa JIETKHX, XapaKTepHOH 0COOEHHOCTHIO KOTOPOTO SIB-
JSIETCSI CKYJJHOCTB MEPKYTOPHBIX U ayCKYJIBTaTHBHBIX JaH-
HBIX 1o CpaBHEHHIO c BBIPQ)KEHHOCTBIO
pPEHTreHOMOP(OJIOTHYECKUX  U3MEHEHHH  («HEMbIe»
¢dopmbi). K Oostee Mo3aHUM OCIOKHEHHUSM OTHOCSITCS CITy-
yad ITHeBMOHHWH, BO3HHUKArIIMe Ha 2-3-H JIeHb Mocie
OTpaBJICHUSL.

Hapsiny ¢ GyHKIIMOHAIBHBIME pacCTPONCTBAMY B BU/IC
TaXUKap/AUH, SKCTPACUCTOINH, U3MEHEHHEM ITPEACEPIHO-
YKEJTYJI0YKOBOM TIPOBOJTUMOCTH HAOIIOJAIOTCS IIPUCTYIIBI
MeplaTeIbHOW apUTMUH, PU3HAKH TIOPKEHUS cepey-
HOMW MBIIIIIBI ¥ HapyHIEHHE KOPOHAPHOTO KpOBOOOpale-
HUS BIUIOTH JI0O OYaroBoro MHpapkra MHOKapjaa. IJTH
W3MEHEHUS] HOCSIT TPAH3UTOPHBIN XapaKkTep U UCUe3al0T
yepes 2-3 Heseu.

V3aMeHeHMst KpOBHU XapaKTEPH3yIOTCS YBEIMIECHHEM KO-
JIMYECTBA SPUTPOLIUTOB M COAEPIKAHUS FeMOIIOONHA, 4TO
MIPUBOJIUT K YBEITMYECHUIO BI3KOCTH KPOBH U 3aMEIJICHUIO
COD. M3menenus 6enoii KpOBU MPOSIBISIOTCS] KPaTKOBpeE-
MEHHBIM HEUTPO(UITEHBIM JIEHKOLIUTO30M C MATIOYKOS -
HBIM CJIBUTOM, TIOSIBISIIOIIMMCS B TI€PBBIE CYTKH
MHTOKCUKAIIUU C Mocienytonieil Hopmanuzanueit. Llent-
pallbHOE MECTO 3aHUMAIOT HapYIICHHsSI B Ta30BOM COCTaBe
KPOBH: XapaKTepPHO CHW)KEHHE COACPIKAHUS KUCIOpoaa B
apTepHaIbHON KPOBU, YMEHBIIICHNE CONIEPIKaHUsl YITICKHC-
JIOTHI, YMEHbBIIICHUE apTEPHOBEHO3HOTO Pa3IHYHsl KHCIIO-
pona u kod3(hGHUIMeHTa YTHIN3ANN KHCIOPOAa TKAaHIMHU.
CrereHb BBIPAKEHHOCTH THIIOKCEMHN HAXOAUTCS B TIPSi-
MOH 3aBUCUMOCTH OT KOJIMYECTBA 00pa30BaBIIEroOCs Kap-
OOKCHUTeMOIIIOOMHA M TSKECTH MHTOKCHUKAIIHH.

Opumpouumossl y 1100eil, HcUGYUIUX 6 8bICOKO2OPbE.
[IpeObiBaHKE B MECTHOCTH, PACTIOIOKEHHON Ha OOJBIION
BBICOTE, IPUBOJIUT K HETIOJIHOMY HACBHIILICHUIO apTepHalib-
HOW KPOBHU KHCJIOPOJOM, YTO CTUMYIUPYET MPOAYKIIHIO
JIOTIOJTHUTEITLHOTO KOJIMYECTBA ApUTPOIMTOB. HackImenue
KHCJIOPOJIOM KPOBH B OOJIBIIICH CTENEHH, YeM HalpsKEHHE
KHCJIOpOJIa B KPOBH, OTIPE/EIISIET SPUTPONIOITHIECKYIO pe-
aKIMI0 HA XPOHUYECKYIO THIOKCHIO. DTO paccCTpoiicTBO
MOXXET HAYUHATBCSI MCIIOJBOJIb, ITOCIE HECKOJIBKHUX JIET
MIPOXKMBAHMSI Ha OOJIBILION BBICOTE, IPUBOIS K Pa3BUTHIO
COCTOSIHUSI, ©3BECTHOTO TI0/T HA3BAHUEM XPOHHYECKasi TOp-
Hasi O0ose3Hb, win seroche — 6one3ns Momxke (Monge),
MIPUYUHA PA3BUTHSI KOTOPOM 3aKIIIOYAETCS B PA3BUTHH AlTb-
BEOJSIPHOW TUTOBEHTHJISIIMU, YCyTyONsIomend oTpuia-
TENbHOE BIMSHUE BIBIXaHUS BO3AYyXa C HU3KUM
COZIepXKaHUEM KUCIIOpOoIa.

3abonesanus cepoeuHo-coCyOUCmOoll CUCHEMbL TAKKE
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MOTYT COIPOBOXIATHCS IPUTPOIIMTO30M. ITO, B IIEPBYIO
ouepelb, BCe BPOXKIICHHBIC TIOPOKH CEPIla CHHET0Y THUIIA
(Tpuana, Terpana, neHragaa Pamio, Oone3Hp DOmTEHHa U
T.71.), KOTJIa IPOUCXOAUT CMEIIMBAHUE apTepUAIILHOM U Be-
HO3HOU KPOBH, U IPYTHE BUIBI CEPACUHO-COCYIUCTHIX aHO-
Maui (CUHIPOMBI Toccur-bunra, Toccuwr,
Toccur-Cuemiena-Anb0epca, Dif3eHMeHTepa W T.JI.).
DPHUTPOLUTO3BI IPU STHX 3a00JICBAHUSIX MTOJTyYHIIA HA3Ba-
HUE «OUCUUDPKYIAMOPHBIE,.

CaMBbIM pacIpoOCTPaHCHHBIM TOPOKOM SIBIISICTCSI HieHt -
paoa Danno (75% «CUHUX» TOPOKOB U 8% BCEX MOPOKOB
cepana) [1], cocrosiimas W3 CTEHO3a JICTOUHOW apTepHH,
BBICOKOTO Je()eKTa MEXKKEIYITOUKOBOU TEPETOPOIKH,
TPAHCIIO3UIIMU a0PTHI BIIPABO, TUIIEPTPOGUH MIPABOTO JKe-
nynouka. BosamoxkHo couetanue Terpazpl Pamio ¢ pedex-
TOM MEKIIPEACEPAHON neperopoaku (nenmada Danno)
WM OTCYTCTBHE B COCTABE IMOPOKA JCKCTPATIO3UIIAN A0PTHI
(mpuaoa ®anno). B nonapistonieM OOJIBIINHCTBE CIIy-
YaeB TIOPOK (OPMHUPYETCs 32 CYET BPOXKACHHOTO KJlaraH-
HOTO CT€HO3a JIETOYHOW apTepuu. 3HAYUTENILHO peKe OH
00YCJIOBJICH MPEMATCTBUEM B MHQYHIUOYIIPHOM OTJICIC
MIPaBOTO XKeTymodka. JIJis mpeomoicHus mpensITCTBHs, 00-
YCIIOBJICHHOT'O CTEHO30M, IIPABBIN JKEIYI0YEK MPOJIEITbI-
BacT IMOBBIIICHHYI0 padoTy. B ciaydasx yMmepeHHOro
CTCHO3a KOMIICHCAITHSI €T0 OCYIICCTBIISICTCS MTOBBIIIICHUCM
CHCTOJIMYECKOTO JIABJICHHS B TIPABOM JKEITy/I0UKE, KOTOPOE
oOecrieyrBaeT HOPMAJIBHBIH YPOBCHB JISTOUHOTO KPOBO-
TOKa. B THX cllyyasix eIie He HaCTyIaeT MOBBIIICHHS 1aB-
JICHUST B TIPaBOM TpeAcepaun u depe3 naedekt
MEXKIIPEICEPIHOM TIEPErOPOIKH MOXKET IMPOUCXOIUTH He-
00IBILION COPOC apTepUaIbHOM KPOBH U3 JIEBOTO B TIPAaBOE
npezicepane. B Takoii craauu mopok mpoTekaeT 0e3 1ua-
HO3a, @ MUHYTHBIN 00BEM MaJjIoro Kpyra ObIBacT JaXe He-
CKOJILKO YBEJIHYEHHBIM II0 CPAaBHEHHUIO ¢ HOpMOH. [Ipu
Ooiee BBIpa)KEHHOM CTEHO3€ BO3pPACTaET IIeperpy3Ka mnpa-
BOT'O JKEJTYIOYKa, PUBOMASAIIAS HE TOJBKO K 3HAYHTEIIb-
HOMY  TOBBIIICHHIO  CHCTOJIMYECKOTO, HO H
JIMACTOJIMYECKOTO JIaBJICHHSI B HEM. JTO, B CBOIO OUepe/b,
BBI3BIBACT BO3PACTAHKE JABJICHUS B MIPABOM IPEICEPIUH
1 cOpOC BEHO3HOM KPOBHU U3 ITPABOTO B JIEBOE ITPE/ICEPANE.
Cuctonuueckoe JaBjeHHe B JIETOYHON apTepuH 110 CpaBHe-
HUIO C HOPMOM 3HAYMTENBHO CHIKEHO. BerencTBue Hapac-
TaIeH KOHICHTPUYCCKOW THIepTpohUU HACTyHacT
yMEHbIIeHHE 00beMa MOJIOCTH MpaBoro xenynodka. [Ipu
BO3HUKHOBEHHH 3HAYMTEILHOIO BEHO3HOTO cOpoca Io-
SIBIISTFOTCS TTPU3HAKK TUIIOKCEMHUH, YMCHBINACTCS MUHYT-
HBII 00BEM MaJIOTO Kpyra M Ha COOTBETCTBYIOIIYIO
BEJIMYUHY BO3pacTacT MUHYTHBIH 00BEM OOJIBIIIOTO Kpyra
KPOBOOOPAIICHHUS, YTO KIMHUUCCKHU TPOSBIISICTCS OJIbIII-
KOM, IPUCTYIIAMH YIyIIbsl, CHHKOTIAIbHBIMH COCTOSIHUSIMH,
LIMAHO30M, Pa3BUTHUEM aOCOJIOTHOTO 3PUTPOLUTO3a U
YTOJIIICHUEM TAJIbIIEB B BUJC OapabaHHBIX Maio4ek. Pe-
IIAFOIIUM B THATHOCTUKE U UG GepeHIMaIbHON THarto-
CTHKE ITOPOKA SIBISIETCS 30HIMPOBaHKE MTOJIOCTEH cepiia,
B pe3yJIbTaTe KOTOPOI'O0 MOYKHO ITOJYYUTH J0CTOBEPHBIC
MPU3HAKK KaK CTEHO3a JICTOYHOM apTepuu (BBICOKOE CH-
CTOJIMYECKOE JIABJICHUE B TIPABOM KEITYJIOUKE ¥ IPaJUESHT
JIaBJICHUSI MEX]Ly HUM M JIETOYHOM apTepuei), Tak U Jie-
(exra MeKITpeACepAHON IEPEropoIKH (IIPOBEICHHE 30H 1
4epe3 Je(eKT 13 MPaBoro B JIEBOE MPEACEPHe U OTpee-
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JICHHWE TI0 Ta30BOMY COCTaBY KPOBU HAaIlpaBJICHHUS U Be-
JIMYUHBI cOpoca KpoBH). AHTHOKapAnOrpadus BBIBISET
HEe MEHee JJOCTOBEPHbIE ITPU3HAKH MTOPOKa.

Komnnexc Diizenmenzepa — BPOXKICHHBIH MOPOK
cepla, Mpyu KOTOPOM MMEETCsl COUYETaHne TPeX MpH3Ha-
KOB: JIEKCTPAITO3UIIMK a0PThI (a0pTa Kak Obl «CHIUT BEp-
XOM» Ha IIPaBOM U JIEBOM JKEJIyJ0UYKaX, T.e. COOOMIAeTCs C
000UMH JKeTyIouKaMHu), Te(eKTa MEXIKETYyJOUKOBOH Tie-
PEropo/IKM ¥ TUIIEPTPOQUHU MPABOTO KEITyAouKa. Takum
oOpasom, 3To Ta xe TeTpana Pamio, Ho 6e3 cTeHo3a Je-
TOYHO apTepuu U HHPYHIUOYISIPHON YacTH IPABOTO JKe-
nynouka. OOHapy)KUBaeTCsl TOpas3lo pexe, 4eM TeTpajia
®dano, cocTaisisi 5% Bcex CiydaeB BPOXKICHHBIX MOPO-
KOB cep/ria, conpoBoxaarommxcs muano3oM [1]. ITopok
COBMECTHM C yTpoOHOI1 sxn3HbI0. [ociie poxieHust oBaib-
HO€ OTBEPCTHE M apTepHAlIbHBIN MPOTOK 3aKPHIBAIOTCS
HOpPMaJIbHO. BeHO3Hast KpOBb TeUET U3 MPaBOro Ipescep-
TSt B TTpaBbIi xeyaouek. OTcrona OoIbIas 4acTh KPOBH
BBIOPACHIBACTCS B JIETOUHYIO apTEPHUIO M JIETKUE, OTKY/A
IO JIETOYHBIM BEHaM BO3BPAIACTCs B JIEBOE TPECEPIUE.
Tak kak aopTa «CHIHUT BEPXOM» Ha Ae(HEeKTe MEXIKETyI04-
KOBOI MEPEropojKu, TO YaCTh KPOBU M3 MIPABOTO KEIY-
JlouKa BbIOpackiBaeTcsi B aopty. lIpm 3TOM mOpoke
3HAYUTEIIHHO TTOBBIIIAETCS IABJICHUE B JIETOYHON apTepUH.
OHO MOXET JOCTUTaTh BEJIMYHMH JIaBICHUS B a0pTE WU
Jlake TpeBbIIaeT ero. [1oBbileHne AaBICHUS B MallOM
Kpyre KpoBooOpamieHus: 00bsSICHIETCSI YBEITHYSHUEM CO-
TIPOTUBIICHUS B JIETOYHBIX apTeproiax (MUHYTHBIH 00beM
KPOBH B JIETOYHOM KPYyT€ HE MOBBIIIACTCSI, OH B HOPME HIIH,
yarie, CHuKeH). OHO MOKeT OBbITh paBHO BEJTMYHHE COTIPO-
THUBJICHHUS B 0OJIBIIIOM Kpyre KpoBooOpaleHus. DTo 1ese-
coo0pazHasi KOMIIEHCATOPHAs PeaKIysl, TPeI0XPaHsIoIIas
MaJIblil KpyT KpOBOOOpAILIEHHUS OT THIIEPBOJIEMUH, a 00IIb-
HOTO — OT OTeKa JIerkux. HapymieHue kpoBooOparieHus
TIPU KOMIUIEKCe Dii3eHMEeHTrepa BeIeT K THIepTpoHu mpa-
BOTO JKely/04uKka. PaHO MM TIO3/1HO MOSIBIISIETCS IIMAHO3.
DTO CBSI3aHO C BEHO3HO-apTEPUATILHBIM IIIYHTHPOBAHUEM.
O0beM cOpackiBaeMOii B a0pTy BEHO3HOM KPOBU 3aBUCHT
OT HECKOJIBKHX (haKTOPOB: pa3Mepa AeeKTa MerOKeTy104-
KOBOH MEPETOPOKH, CTENICHH AEKCTPANIO3UIINHU A0PThI, CO-
OTHOIIICHUSI CHCTOJMYECKOTO JaBJICHHS B IPaBOM
xedynouke M aopre. OObeM BEHO3HO-apTepHABHOTO
LIyHTa C HapacTaHHEM JIETOYHOH TUMEePTEH3UN YBEIHYH-
Baercst. C naro(pu3uoI0THYecKOi TOYKH 3pEHUSI MOYKHO T'O-
BOpUTH O JIByX MEpUOAAX Pa3BUTUS KOMILIEKCA
Di3eHMeHTepa: cTaauu 0e3 UaHo3a U CTaJluH C IIHaHo-
30M. B niepBoii cTaanu KUCIopoaHoe HachlleHne epude-
pHUYECKOH apTepHaIbHOW KPOBH HOPMAIIbHOE WM MOYTH
HOPMaJIbHOE, TaK KaK IIYHTUPOBAHUE UJIET CIIeBa HATIPABO,
T.€. TI0 apTepHabHO-BEeHO3HOMY THITy (Onarozmapst Oosee
HU3KOMY COCYIHCTOMY CONPOTHUBIICHUIO B MallOM Kpyre
KpPOBOOOpAIIICHHUS 10 CPaBHEHUIO ¢ O0obIIM). Bo BTOpOH,
JIMAHETUYECKOH CTa/IuH, KUCIOPOIHOE HACKIIIIEHUE TIepH-
(epuyeckoi aprepuaibHON KPOBH CHIDKEHO, TaK KaK LITyH-
TUpPOBaHME  WJET  CclpaBa  HaleBo, T.e. IO
BEHO3HO-apTepUAIILHOMY LIYHTY (B CBsI3M ¢ Ooiiee BhICO-
KHM COCYJHICTBIM COIIPOTHBIIEHHEM B MaJIOM KPyre KpOBO-
00OpaleHus 10 CPABHCHHIO C OOJIBIINM ).

BporkeHHast HeloCTaTOYHOCTh TPEXCTBOPUATOTO KJIa-
TrlaHa, U3BECTHAS MO/l HA3BAHUEM aHoManuu Dowmeina,
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MIPUHAUISKUT K YUCITy PEIKUX ITOPOKOB cepaa. Bmecre
C TeM, TSDKECTh MPOSIBICHHS MOPOKa 0e3 XUPYPriuuecKoro
BMEIIATENBCTBA HAPSLy C BOBMOJKHOCTBIO PACIIO3HAHUS 1
palMKaIbHOTO JICUEHHS JAI0T OCHOBAHME IS BHECCHUS
€ro B YMCIIO Hanboliee pacrpocTpaHeHHbIX aHoMauuii [1].
IemMonuHaMu4eckue HapylUIeHUs MPH IMOPOKE 3aKJIFO-
YaloTCs B HEZOPA3BUTHH CTBOPOK TPUKYCIUAAILHOTO Kila-
MaHa W CMCIICHHU €ro BHU3 OT (UOPO3HOrO KOJIbIIA,
0COOEHHO M0 Hapy)XHOMY Kparo kenmynouka. PudposHoe
KOJIBIIO OCTaeTcs Ha OOBIYHOM MECTE, OBAJbHOE OKHO
OOBIYHO OTKPBITOE MM MMeEETCs Je(eKT MEeperopoku
nipezicepanii. YacTh MpaBoro xKemy0uKa, OCTaBIIasICs Hall
3aCJIOHKOH, BMECTE C MpaBbIM IpPEACEpAneM 00pasyeT
OJTHY Kamepy, KOTopasi pacTATHBAETCs 3aCTOEM KPOBU B
Hel ¥ pacumpsieTcs 10 BechbMa 0obIuX pa3MepoB. Cme-
IIIEHHE TPEXCTBOPYATOM 3aCIIOHKU MOXKET JISHCTBOBATh KaK
Cy)K€HHE WJI KaK HEeJJOCTATOYHOCTh, U B TOM U B JAPYTOM
cilyyae JIaBlieHHe B 001Iei kamepe MpaBoro MpeAcepaus 1
YacTH MPaBOTo YKEJIY0UKa ITOBBIIIACTCS, BEHO3HASI KPOBb
BBIOpACHIBAETCS Yepe3 OBAILHOE OKHO MM 4epe3 Je(eKT
TIePEropoIKHU NpeJICEPANHi B JIEBOE MPEICcep/re, KPOBOTOK
4yepe3 JIeTKUe Pe3KO YMEHBIIEH. DTUM OOBSCHSIOTCS BCE
CUMIITOMBI aHOMAJIUH (TIPUCTYIIBI TAPOKCH3MAIbHON Ta-
XHUKapAHH, apTeprualibHasi TATIOKCEMHSI, OJIBIIIKA, IIHAHO3).
['panuIp! cepiia pacuMpeHbl, 0COOEHHO 3a CYET IMPaBOTO
TIPENICEP/IHSL, YTO BBISIBIISIETCS IEPKYCCHEH, PEHTTEHOIOTH-
YEeCKH ¥ aHrHoKapanorpadue.

Toccue cunopom — BUJ BPOXKIEHHBIX CEPICIHO-COCY-
JIUCTBIX aHOMAJIHH: Ne(PEeKT MEKIIPEICEpIHON Mmepero-
POZKH, TPAHCIIO3HUIIUS A0PTHL; Ie(EKT MEIOKETYIOUKOBOM
TIEPEropOIKU, MECTO OTXOXKACHHSI JISTOUHON apTepuu Te-
perubaercs Han nedexrom. DKI' B HOpMe MM ¢ mpu3Ha-
KaMH HEIIOJIHOM OJoKaabl HOXKH ITyuka [mca 0e3
BhIpakeHHOH aekcTparpammel. Ha @I'K — BeicokoyacToT-
HBI CHUCTOJMYECKUH IIyM C MaKCHMyMOM Iapacrep-
HAJIBHO BO BTOPOM-TPETbEM MEKpeOdepbe clieBa OT
rpyauHbl. Karetepuzanus cep/ia BbISBISICT HE3HAYUTEIb-
HOE YBEJIMYEHUE CUCTOIMYECKOTO JaBICHHS B TIPABOM JKe-
JIyIOYKe U JIETOUHON apTepuH.

Toccue-bunza cunopom. ®opma BpOXKIESHHBIX cep-
JIEYHO-COCY/IMCTHIX aHOMAJIHH: TPAHCTIO3UIIHS A0PTHI, CH-
HUCTPAITO3UIHS JIETOYHOM aprepuu,
BBICOKOPACIIOJIOKEHHBIH IePEKT MEeMOKETyI09KOBOM repe-
TOPOIKHU, THIIEPTPO(dUs MPABOTO KeIyaodka. [luanos or-
MeuUaeTcs C MOMEHTa pOXIEHUs, Malblbl OBICTPO
MIPUOOPETAIOT BUJ «OapabaHHBIX MAIOYEK», XapaKTepeH
a0COJIFOTHBIH JPUTPOIUTO3. [ POMKHUIA CHCTOIHYUCCKHIA
LIyM TI0 JIEBOMY Kparo TPYIUHBI, XOPOLIO BBICIYIITHBAEC-
MBIH B TOAMBIIIEYHON oOtacT 1 Ha crinae. Ha DK — BbI-
paKeHHbIE NMPU3HAKU NEPETPy3KU MPaBOTo KETyl0dKa.
PeHTreHonornmIecky AUarHoCTUpPyeTCsl K30THyTast ayra Jie-
TOYHOU apTepuH, yCUICHHBIN JIETOUHBIN PUCYHOK.

Toccuz-Cnennena-Anvbepca cunopom. Dopma Bpox-
JICHHBIX CEPJICYHO-COCYAMCTHIX aHOMAJINH: HEMPaBIIHLHOE
BITQJICHUE BCEX JIETOYHBIX BEH B JIEBYIO OC3bIMSIHHYIO BEHY
U MEXKIpEeACepIHble KOMMYHHKAIMK o00enx wyactei
cepua, Xpyrnkoe TelIOoCI0KeHHEe, CKIIOHHOCTh K PelHIN-
BUPYIOUIMM OPOHXOITHEBMOHHSIM, ITHAHO3 M OJIBIIIKA MPU
HEe3HAuUTEIbHOH (usnueckoii Harpyske. Ha OKI" — nerou-
HBIH 3y0er1 P, HapyIIeHne BHYTPHKETyT0YKOBOM IPOBOTU-
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MocTH (4acTo OJOKajaa MmpaBoi HOXKKH ITydyka ['mca ¢ BbI-
pPaKEHHBIMHU MPH3HAKAMH MEPETPY3KU MPABOTO CEP/LIA).
Pentrenonornuecky KOHQUryparus cep/iia HaoMUHAET
BOCBMEPKY B CBSI3H C paCIIMPEHUEM BEPXHEH 4acTH cpe-
JIOCTEHUS U YBEJIMUYEHUEM CEp/IIIa, YCUICHHBIH JIerOYHbIH
pucyHok. CepiedHasi HEIOCTATOYHOCTh C OTEKOM JIETKUX
YacTo SIBJSIETCS] PUYMHOM MTPEXICBPEMEHHON CMEPTH

Houonamuueckas (nepeuunasn) nezounas 2unepmen-
sus (MJIT) (cunonumut: cunopom Aspza—Apunazo, 60-
ne3nb Aspza, 6one3nv Ickydepo) peaxoe 3aboieBaHue
HEHM3BECTHOM 3THUOJIOTUH, XapaKTEePU3YIOIIEeCs] YCTONIH-
BBIM TIOBBIIIIEHUEM JIABJICHHS B JIETOYHOW apTepuu (cpea-
Hee JaBiieHue 0oiee 25 MM PT. CT. B TIokoe u 6osee 30 MM
PT. CT. — IpH (PU3UYECKON Harpy3Ke, Wi CUCTOIMYECKOE
nasinieHue Boiie 40 MM pT. CT. pu Aonmieporpadum), He
00yCIIOBIIEHHBIM M3BECTHBIMU MTpUurHaMu. KimHu4eckue
HCCIIEI0OBAHUSI CEMEHHBIX CTydaeB 3a00JIeBaHMsI TOKa3aln
ayTOCOMHO/IOMHUHAHTHBIH THTI HACJIEIOBAHUS C HU3KOU Iie-
nerpanweii (10-20%), rerepo3uroTHast MyTalys reHa KocT-
HOro MopgoreHeTnyeckoro OenkoBoro peuenropa-II
ycraHoBiieHa B 50% cimy4aeB cemeiinoit I u B 25% cno-
pannyeckux ciay4aes [15]. B coBpeMeHHBIX Teopusx ma-
ToreHe3a OONe3HM A»dp3a DIABHYI pOJIb OTBOMST
JTUC(YHKIH WM TIOBPEKACHHUIO SHIOTENHS C BOZHHUKHO-
BEHHEM JircOaianca MeXIy Ba30OKOHCTPUKTOPHBIMHU U Ba-
30[IMJIATUPYIONIMMH  BEIIECTBAMH W Pa3BUTHEM
BazoKoHCTpUKIMK. B nmarorenese NJII" Bbienstor 4 0CHOB-
HBIX MAaTO(PH3UOIOTHYECKUX MeXaHH3Ma: 1) Ba30KOHCTPHUK-
s, 2) pemyKIus JISTOYHOTO COCYIUCTOrOo pycia, 3)
CHIDKCHHE 3JIaCTUYHOCTH JISTOYHBIX COCYNOB, 4) 00mTe-
parus JIeTOUHBIX COCYAOB (TpoM003 in situ, posrdeparius
IJIaJIKOMBIIIEYHBIX KJIeTOK) [15]. B pesysnbrare nepeunc-
JICHHBIX M3MEHEHUH B JIETOYHOW apTepuH TOCTENeHHO I10-
BBIIIACTCS JABJICHHE, YTO BJICYET 3a COOO0I rumepTpoduio
MIPaBOTO KETyA0UKa C TOCIEAYIONM Pa3BUTHEM TIPaBO-
KETyI04KOBOH HeocTarouHocTd. Kpome Toro, 3aboeBa-
HHE MOXKET OCIIOKHUTBCI TpPoMOOOOpa3oBaHUEM —
TpoMO030M Jerounoi aprepun. Knunmuecku W npo-
SIBIISIETCS] HAPACTAIOIIEH CO BpEMEHEM OIBIIIKON, yTOMIIsIe-
MOCTBIO, Cep/ilileONeHNeM, PEIKO MOTYT OTMedaThcst 00JIb
B oOJyiacTu cepia U 0OMOPOKH. Y HEKOTOPBIX OOJBHBIX
elle 10 TMOSIBJICHUsSI IIPHU3HAKOB 3a00JIEBAaHUS MOT'YT BO3HH-
KaTh OOJIb B pa3MYHBIX CycTaBax (apTpajruu) U pac-
CTpOiicTBa KPOBOOOpAIEHHSI B KOHEUHOCTSIX (CHHAPOM
Peiino). [1py 00bEKTHBHOM HCCIIEIOBAHIH OTIPEIEIISFOTCS
TIOSIBJICHHE CUMIITOMA «0apabaHHBIX MAJI0YEK, HA0yXaHHe
LIEHHBIX BEH, MyJIbCaIlKs TIPABOTO JKEIY104Ka, pacierie-
Hue u akueHT Il Tona Hax nerouHoit aprepueit, CUCTONU-
YEeCKHH IIyM HaJl TPEXCTBOPYATHIM KIIATAHOM, BO3MOYKEH
PHTM rajona, yBeJn4eHHe NeYeHH, OTEKH Ha HUKHUX KO-
HeyHocTsX. C nensio quarHoctuku cunapoma W npu-
mensitoress OKI, mepdy3noHHOE M BEHTHISIIMOHHOE
ckaHupoBanue Jerkux, IxoKI, kareTepusuiyst JerouHoin
apTepur C U3MEPEHUEM TeMOIMHAMHYECKHX MToKa3aTesen
B CUCTEME MaJIOT0 Kpyra KpoBOOOpAIeHUsI, MarHUTHO-pe-
30HaHCHOE UCCIIEI0OBAHUE.

VYuuThIBasi peKoCTh 3a00JI€BaHUs, TPUBOJUM ITPUMEP
13 COOCTBEHHOH MTPAKTHKH.

bonvnas H., 32 200a, haxoounace Ha neueHuu 6 nyib-
mononoeuneckom omoenernuu AOKE ¢ 26 sineapsi no 3 ¢es-
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pans 2011 e. ¢ duaenoszom.: Houonamuueckas 1ecounas eu-
nepmensusi, XCH IIb, @K IV, /[H 1I1. XJIC, cmaous 0exom-
neucayuu. Cumnmomamuyeckuil IPUMPOYUM O3,
Kposoxapkanwve. Hozokomuanvhas 08ycmoponHsis nouces-
MeHmapHasi NHe6MOHUS, msdicesloe meyenue, gasa pas-
eapa.

bonvua xponuueckum 6ponxumom ¢ pannezo 0emcKko2o
603pacma, HeOOHOKPAMHO NepeHecd NHeBMOHUU, YaCnble
npocmyonvle 3a001e6anus. Yxyouienue cocmosinus ¢ CeH-
ms6ps 2009 2., ko2oa na ¢one OPBHU enepesvie nosisunace
00blKa. 3a MeOUYUHCKOU NOMOWBIO 8nepeble 00pamu-
aace 6 dekabpe 2009 2., ocmompena yuacmrosulm mepa-
neemom, evinoiHena guroopoepagus (be3 namonocuu).
Kopomxoe eépemsi nonyuana anmubuomuxu, MyKoIumuxu,
oe3 agphexma. C moeo dice 8pemeru 6 aHaIu3ax Kposu on-
Meuaemcst NOBbIUEHUE KOTUYEeCmMBa I3PUMPOYUNOE U 2eMO-
enoduna. B anpene 2010 2. svrsisnenvt usmenenust na IKI,
Hanpaenena 8 kapouoxupypeuueckuu yenmp (KXL) na 06-
cnedosanue. B cenmsope 2010 2. ¢ KX1] enepevie no oan-
Hoim Y3U cepoya evisienena necounas cunepmensusi 00 90
mm pm. cm. [uaenos: Jlecounas eunepmensust, 8pOAHCOeEH-
HbLIL NOPOK Cepoya, OPeHAdiC 1e204HbIX 6EH 8 JleGoe Npeo-
cepoue.

B cenmsiope 2010 2. ob6cnedosanacy 6 HUH namonozuu
Kposooopauenus umenu akademura E.H Mewankuna (2.
Hosocubupck). 1o oannvim oocnedosanus (OxoKI — das-
Jenue 6 neeounoul apmepuu 88-90 mm pm. cm.) 6vLn 6bi-
cmasaen ouaenos: Ilepeuunas neeounas eunepmeHsus,
XCH IIb, @K 4, XJIC, oexomnencayusi. B xupypeuueckom
nevenuu omrkazarno. Haznavena mepanusi: kanmonpul, ee-
POUWNUPOH, KAPOUOMASHUL.

B oxmsabpe 2010 2. naxoouracv na obcredosanuu u
Jevernuu 6 cacmposumeponozuyeckom omoenenuu AOKB ¢
ouaenosom. «Xponuueckuil supychwiil eenamum B munu-
MAnbHOU aKmugHocmu. XpoHuueckull 3PO3UGHLIL 2d-
cmpum, obocmpenue. [lepsuunas 1e2ounas cunepmeH3usl.
XCH 1Ib, @K 1IV. Xponuueckuil canvnunzoogopum, pemuc-
cus. Omsaeowjennsiti 2unexonozuyeckuil anamues. baxkme-
PUATILHLIL  8ACUHO3Y. 26  aumeapa 2011 e
20CNUMATUZUPOBAHA 8 NYIbMOHONIO2UYECKOe OMmOeleHue
AOKB. Obwee cocmosnue msoicenoe. Coznanue schoe.
Kooica cyxas, evipascennviii ougpysnoiil yuanos. Craepol
cyouxmepuunvle. Ilepugepuueckue aumgoysnvl He yge-
Juuensl. Boipasicennvle omexu 2oienell u cmon Ha odeux
KoHeynocmsix. [ledhopmayusi Hoemetl, OUCIATbHBIX (anane
Kucmeil no muny «06apadOaHnblx NALOYEK», «UACOBbIX
cmeraviueky. JJvlxanie uepes HOC, He 3ampyoOHeHo, € Yd-
cmomoti 28 6 munymy. I pyOuas kiemxa sm@uzemamosHou
Gdopmol. Obe nonosuHvl 2pyOHOU KILemKU CUMMEMPUUHO
yuacmeyiom 6 axkme ObIXAHUsl, MAK Jice 8 akme ObIXaHUsl
yuacmeyem 6cnomozamenvhas myckyiamypa. Ilepky-
MOPHO: HAO BCell NOBEPXHOCMbIO NIe2KUX 38YK ¢ KOPODOU-
HbIM OMMEHKOM. AYCKYIbMAmueno.: OblXaHue JHcecmioe,
cyxue paccesiumbie Xpunul ¢ YOIUHEHHbIM BbLOOXOM 1O 8CEM
nonsam. Co cmoponwvl cepoeyno-cocyoucmou cucmemvl npu
ocMompe 8U3YaAIbHO ONPeOeNsiomcst HAOYXanue u nyibCd-
Yusi cocyoos wieu, snueacmpanvias nyivcayus. Obnacmo
cepoya oeghopmuposana cepoeunvim 2opoom. Bepxyweu-
HbLL MOTYOK 8U3VAILHO He ONPeOesemcsl, NAlbnaAmopHo
8 NAMOM Medcpebepbe No CpeoHe-KIOUUYHOU JTUHUU, PA3-
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JUmotl, ciabou cuivl u pesucmeHmuHocmu. Ayckyibma-
TMUBHO. MOHbL CEPOYA NPULTYUUEHDL, BbIPAICEHHBIL AKYEHIN
u pacweniienue 2 mowa Hao 1e204HolU apmepuetl, Kopon-
KUTL CUCTOTUYECKULL WYM 8 mpembem mexcpedepve cresd
om epyounsl u Ha sepxyure. A 90 u 60 mm pm. cm. YCC
110 6 mun. Causucmas norocmu pma u A3vIKa NOKPuImMa
benvim Hanemom, onpedensiemcst AHeYIAPHbLIL CIOMAMUM.
JKusom npasunvhoii hopmol, yuacmeyem 6 akme ObiXaHusl.
Ipu nanenayuu msexui, 6esz6onesnennvi. Cumnmomol
pasopaoicenust Oprowunsbl ompuyamenvivle. Ileuens: Hudic-
HUll Kpai naisnupyemcst Ha 6 cm Hudice pebeprotl oyeu,
ocmpuiil, ymepenno bOonesnennviii. Cenezenka nanvna-
MOPHO He ONpedeislemcs.

Ipu nposedenuu 0ononHumenbHuIx Memooos 00ciedo-
BAHUSL BBISIBTIEHBL CLEOYIOUIUE USMEHEHUSL.

Cnupoepamma — 3HauumenbHvie HAPYULEHUsL BEHMUS-
YUy no CMEWAHHOMY MUNY, NPEeUMyuecmeeHHo 00CmpyK-
TMUBHOM).

OKT — cunycosas maxuxapousi ¢ YCC 92 ¢ mun. He-
nonuas AV-énokada 1 cmenenu, npusnaku ocmpoiu nepe-
2PY3KU NPABbIX 0MOenos cepoyd.

OxoKI — eunepmpoghust npagvix omoenos, nogvleH-
Hoe Oaenenue 6 necounoll apmepuu (90 vm pm. cm.).

0O030pHas penmeenozpausi 0peanos epyoHOU KI1emKU
— BbIPANCEHHOCHL COCYOUCTO20 PUCYHKA 8 KOPHSX E2KUX.

KT opearnos epyonoii kniemxu — onpedensemcst ougppys-
Hoe ycunenue OPOHXO-COCYOUCMO20 DUCYHKA NO 6CeM
NOJISIM, OM YeHMPAIbHbIX 00 Nepupepuieckux omoenos. B
6epxHell 0ojle cnpasa — 08e 030VUIHbLe NOJOCMU C MOH-
KUMU HEepOBHbIMU cmeHKamu pazmepom 12 u 23 mm.
Cepoye pacwupeno 6 nonepeynure, onpeoesiemcs pac-
wupenue cmeona i 0beux 1e204HbIX apmepuil.

Knunuueckuii ananusz kposu: eemoenooun — 210 2/n;
opumpoyumot — 7,2 % 10%/n; netikoyumor — 9,9x10°/n; COD
— 27 mm/u; nanoukosdepHuvle — 6%, cecmenmosioephvle —
77%, monoyumsr — 5%, aumpoyumor — 18%,; mpombo-
yumot — 280%10°/n.

bonvnoii nposoounoce neuenue: kanomet, epowini-
POH, A3UKC, AYeMULCATUYULOBAsL KUCIOMA, AHMUOUO-
MUKU (mempoeu, yegpmpuakcon), BEHMONUH,
@paxcunapun, sepanamui, OUTMUAazem, OUSOKCUH, MUKO-
cucm, 8a3onpeccopbl, KGAMAmen, Nd3UuKc, OKCUeeHomepa-
nus ¢ nepexooom na UBJL

Hecmomps na npoeodumyro mepanuio, cocmosimue
0OILHOLL OCNABALOCHL MAICENBIM, HAPACATA OObIUKA NPU
Manetuerl Guzuieckoll Hazpyske, oméxu, Yuaos. Yxyo-
wenue nHacmynuio 2 geepais, ycyeyounacs cunomoHus
(A4 80 u 0 mm pm. cm.), Sa O, 79-80%, napocna ooviuixa,
npucoedununacs peoma. bonvnas 6viia nepesedena 6 om-
denenue peanumayuil, UHMyOUPoOBand, 6600UIUCH BA30-
npeccopel, anmudUoOmuKy, anmuxoazyiaumeol. Hecmomps
Ha eyenue, cocmosnue OonbHOU YXyOuLanoch, CMepms Ha-
cmynuna npu Hapacmarowel ObIXameibHOU U cepoeyHo-
€ocyoucmou HedoCmamo4HOCmu.

Ipu namonozoanamomuueckom uccied08anull — cos-
naoenue KIUHUYEeCKo20 U NamoI020aHamomMuyecko2o Ou-
A2HO308 NO OCHOBHOMY U CONYIMCMBYIOWUM 3400EBAHUSIM.
Henocpeocmesennoii npuuunoii cmepmu nocayjicunia mac-
CUBHASL TIe20UHAsL MPOMOOIMOONUS C PAZGUMUEM NYTTbMO-
HOKOPOHAPHO20 UOKA.
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PaccmoTpeHne 1aHHOTO KIMHUYECKOTO Clydas MHTE-
pecno Tem, uro WJIT siBnsieTcst peqiko BCTpeyaeMbIM 3a00-
neBanueM (1-2 ciryyasi Ha MWJUTHMOH B TO1). TpynHOCTB
JIUarHOCTHUKU CBSA3aHBI C TEM, YTO KIMHUYECKHE CUMITTOMBI
Hecnenu(UYHbl ¥ UMATUPYIOT MHOTHE PacIpOCTpaHEH-
HBle 3a00seBanus cepaua u nérkux. [Ipu xu3Hu BoBieye-
HHE B MpOIECC JETKUX TUATHOCTUPYIOTCS PENKO, UTO
CBA3aHO C MHUHHMMAJIbHBIM KOJMYECTBOM KIMHHYECKHX
CUMIITOMOB M OTCYTCTBHEM CIEIIM()PUIECKUX U3MEHEHUI
1ipyu (PU3UKAIEHOM 00CIIeIOBaHNH TTalleHTa. BaykHbIM JT1-
arHOCTUYECKHUM KpUTepHeM sBisieTcs nmposeaeHne OxoKI.
TpynHOCTH B JIe4eHNU NaHHOW OOJBHO 3aKITFOYANCh B
HaJIMYMH MHOYKECTBA COIMYTCTBYIOIMX 3a00JIeBaHHH (Xpo-
HUYeckuid OpouxuT, rematut B, XJIC u ap.), 4To mpHUBEIo
K CJIOXXHOCTSAM MOAOOpe HEOOXOAMMBIX JIEKapCTBEHHBIX
IpenapaToB ¢ y4€TOM MOKa3aHUN M MPOTUBOIOKA3aHHH
JUTSE KOHKPETHOW OOJIbHOM, a Takke MX No3upoBKH. He-
CMOTpSI Ha TIPOBOANMOE JIeUeHHe, 3a00JIeBaHUE TIPOrpec-
CHPOBAJIO ¥ TPUBEIIO K JeTaIbHOMY Hcxony. Ilpnunnamu
JIETOYHOU TPOMOOIMOOIMHU B JTAHHOW CUTYalluy SIBUIIUCH
MOpQOIOTHYECKUE U3MEHEHHUS B JISTOYHOW apTepuyl MpU
WJIT, cuHapOM MOBBIIICHHON BSI3KOCTH KPOBH IPHU IPUT-
pouuTo3e.

Ilpueeoénnvle K1unuyecKue cayuau npeocmasiaiom
unmepec 6cieocmeue cedyioujux npuiuH.

1. JIuarHoCTUKa THIIOKCMYECKOTO IPUTPOLIUTO3a Ha
(hoHE XPOHUYECKOTO JIETOYHOTO CEepJIla He SIBIISIETCS JIfar-
HOCTHUYECKOM penkocThio. VHTepec B JaHHOM cllydae
MIpeJICTaBIsIeT COUeTaHHBIA matoreHe3 passutus XJIC,
BeuezcTBre Komopouanocty — XOBJI u cuaapomoB TTuk-
BUKa M «HOYHOTO alfHO®», T.€. coYeTaHhe OpOHXOJIerou-
HOTO W  TopakoanadparMaabHOTO  MEXaHU3MOB.
BTopuuHbIii aOCOMFOTHBIN THITOKCHIESCKHIA SPUTPOITUTO3 B
JITAaHHOM ClTydae He rporekai 6eccumnromuo. Ha ¢one no-
BBIIIIEHHOH BA3KOCTH KPOBH Pa3BUIIOCh CEPHE3HOE OCIIOXK-
Henue — TOJIA.

2. ITanpeHT, y KOTOpOro Oblla IMarHoCTHPOBaHa apTe-
PHOBEHO3Has! Mallb(OPMAIIHsI COCY/IOB JIETKHX, BIIEPBbIC
MIOCTYIIHJI B OT/IeNIeHne 0e3 KITMHUYECKUX MPOSIBICHUN Oc-
HOBHOTO 3a0oneBaHus. [IpoBOAMICS CIOXKHBIN KOMITIEKC
I depeHInanbHO-TUaTHOCTUYECKAX ~ MEPOTIPUSITHI
MeXly ICTUHHOM NOJIULIUTEMUEN U APYTUMU TPUIUHAMU
SPUTPOIMTO30B. JlaHHBIN TpUMeEp MoKa3aTesIeH B OTHOILIE-
HUH TOTO, YTO PUTPOIIMTO3 MOXKET OBITH MEPBBIM JTOKJIIH-
HUYECKUM MpOSIBICHHEM JaHHOW OpOHXOJIErOYHOM
MIATOJIOTHH U THIATENbHBINA JUArHOCTHYECKUN MOUCK 03~
BOJIUT CBOEBPEMEHHO YCTAHOBUTH MPABUIIBHBIN JUATHO3.

3. Penxuii cnydail TUarHoCTUKY EPBUYHON JIETOUHOMN
TUIIEPTEH3UH Y MOJIOZOM MAllMeHTKH MTOKa3aTeNeH B TUIaHe
TPYAHOCTH TUATHOCTUKYU JAHHOMN MATOJIOTHUH U CIOKHOCTH
MIPOBENIEHUS TEPAIMK NPU HATHYUH KOMOpOuaHOCTH. B
JITAHHOW CHUTYaIlMU TOXE SPUTPOLUTO3 ObLIT TMArHOCTUPO-
BaH 3aJ10JIT0 /10 MocTaHoBKU auarno3a WJII, uro roopur
0 HEOOXOIUMOCTH TIIATEIBHOTO JUArHOCTHYECKOTO MO-
WCKa TPH BBIIBIEHUH STOTO U3MEHEHUS B KPOBH.

TakuMm 00pa3oM «TUMOKCHYECKHE SPUTPOLIUTO3BI) ITO
reMaToJIOrHYecKoe POsIBIICHNE OOJIBIION TPpyTIbI 3a00e-
BaHUI1 OPOHXOJIErOYHOM CUCTEMBI, KOCTHO-MBIIIEYHOTO aIl-
rapara rpyJHOH KJIETKH U €€ COCyHOB, cepAala. Bo Bcex
CIIy4asx BBIABICHUS SPUTPOIIMTO3a B MOJIOJIOM BO3pacTe,
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IPY UCKJTIOUEHUH MHEJIONPOIH(EPaTHBHBIX OMyXOJeH, He-
00X0IMMO TIPOBEICHHE OOJIBIIIONO KOMILIEKCA THArHOCTH-
YECKUX MCCIIEAOBAHMM IS YCTAHOBJCHUS TPUYNHBI
SPHUTPOLIUTO34, TIOCKOIBKY OT 3TOTO HAMPAMYIO OyzeT 3a-
BHCETh MPOTHO3 3a00ICBAHS.
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