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AHHOTaums

CeMeiiHbIN r’MnepaAbAOCTEPOHM3M | THMA (FMMEepaAbAOCTEPOHU3M, KOPPUIMPOBAHHBIA TAIOKOKOPTUKOMAAMM) — peAKasi (popma CUMITOMa-
TUYECKOM apTepUaAbHOI runeptoHum (Al), 4acTo NPUBOASILIAS K PA3BUTUIO LIEPEOPOBACKYASIPHBIX OCAOXKHEHMN. 3aboAeBaHMe 0OyCAOBAE-
HO obpasoBaHuem xumepHoro reda CYPTT1B2/CYP11B1. Ikcnpeccusi XMMEPHOTO reHa  PeryAMpyetcsi aAPEHOKOPTUKOTPOTHBIM FOPMOHOM,
U Teparnms rAloKOKOPTUKOMAAMM TTPUBOAUT K YMEHbLIEHMIO CEKPELIMM aAbAOCTEPOHA M HOPMAAM3aLIMKM apTePUAABHOIO AaBAeHUs. B cTaTbe
NMPEACTaBAEH BMepBbIE AMArHOCTUPOBAHHBIN HaMK B POCCUM KAMHUYECKMI CAyYait AQHHOTO MOHOTEHHOro 3aboAeBaHusi. B anHamuke B
TeueHune 40 AeT HaBAIOAEHMS TPOCAEXKEHBI OCOBEHHOCTU KAUHUYECKOTO TeYeHMs U AedeHust naumneHTa. OBCYKAAIOTCS COBPEMEHHbIE MOAXO-
Abl K AMArHOCTMKE M AYEHUIO 3TOM PEAKO cemeintHomn dhopmbl Al

KatoueBble croBa: apTepnarbHas rurnepToHUs, CeMENHbIN rnunepasbAOCTepPOHU3M ! TUIMA, XMMEPHBIH IeH, Teparnms MiOKOKOPTUKOMAAMM.

Family hyperaldosteronism type I: a clinical case and review of literature
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Family hyperaldosteronism type | (glucocorticoids-remediable hyperaldosteronism) is a rare form of symptomatic arterial hypertension
(AH), which often leads to the development of cerebrovascular complications. The disease is caused by the formation of the chimeric gene
CYPI11B2/CYP11B1. Expression of the chimeric gene is regulated by adrenocorticotropic hormone, and glucocorticoid therapy leads to a
decrease in aldosterone secretion and normalization of blood pressure. The article presents the first clinical case of this monogenic disease
diagnosed by us in Russia. The features of clinical course and treatment of the patient have been traced in the dynamics for 40 years of ob-

servation. Modern approaches to the diagnosis and treatment of this rare family form of hypertension are discussed.
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AT — apTepHanbHasi THIEPTOHUS

Al — apTepuanbHOe aBleHne

AKTT — ajipeHOKOPTUKOTPOIHBII TOPMOH

APII — aKTHBHOCTb PEHIHA B IIa3Me KPOBU

T'TIA - runepanbIoCTepOHN3M

KAII — koHIIeHTpanysi alnbIOCTePOHA B IIa3Me KPOBH
MPT — MarHuTHO-pe30HaHCHast ToMOrpacust

MCKT — MyJbTHCIIMpabHast KOMIBIOTEPHAst ToMorpacust
TILP — nosmvepasHas LienHasi peakiyst

PAAC — peHnH-aHTMOTeH3MH-AIbIOCTEPOHOBAS CHCTEMA

CK® — ckopocTb KiIyGOUKOBOI (DUIIBTpALUN
CMA]] — cyrouHoe MouuTopupoBanue AJl
THA — TpaH3uTOpHas! HILIEMITYeCcKasi aTaka
Y3U - ynbTpa3ByKOBOE UCCIIEIOBAHNE

OB — ¢ppaxuust BeIOpoca

XBII — xponnyeckasi 601€3Hb MoUeK

YCC — yacToTa CepAeUHbIX COKPAILIEHHIT
OKT - anekTpokapauorpacust

DJIT — 31eKTPOHHO-JTyYeBast TOMOrpacust
Ox0KTI — sxokapauorpadust

Cpeny cuMnToMaTIecKnx (BTOPUYHBIX) (hOPM apTepralb-
Ho#l runepTonuu (Al') ocoboe BHUMaHUe MPUBIEKAIOT 3a00J1e-
BaHMS1, IPU KOTOPBIX YCTAHOBIIEHHASI THOJIOTHS M TIATOTCHETH-
YecKH 00YyCJIOBJIEHHAS! TAKTHKA JICYEHUS TIO3BOJISIFOT HOPMAJIH-
30BaTh YPOBEHb apTepuaiibHoro nasienus (All) u n3dexarnb
CEPbE3HbIX CEPICUHO-COCYIUCTHIX OCIOKHEHHIA.

B nocnepguue pecsituneTusi pa3paboTaHbl HOBbIE TIOAXO/IbI K
muarnoctuke atuonornu Al'. Oco6yro BasKHOCTb MPUOOPETAIOT
CUMIITOMATUYECKHE AF, 9THUOJIOTUYECKHU CBA3AHHBIC C THUIIEP-
ceKpelyeit alboCTepOHa NP Pa3BUTUH B KOPE HA/MOYEYHU-
KOB OIyXOJIEBBIX (anbjocTepoMa, cuHpoM KoHHa) 1 Heomyxo-
JIeBbIX (MIMONATUYECKUI TUNEPATTbIOCTEPOHI3M) N3MEHEHUIA.
OrMeyvaeTcst 60J1ee BbICOKAsl 4aCTOTA CEPAEYHO-COCYAUCTbIX
OCJIOKHEHUI Y O0sbHBIX Al Mpy HU3KOPEHMHOBBIX (PopMax
runepanbpocreponusma (I'TIA) no cpaBHEHMIO ¢ 3CCEHIUANb-
Hoi1 A", 4TO CBUJIETENILCTBYET O BAXKHOI POJIM alIbAOCTEPOHA B
Pa3BUTUU 3TUX OCJIOXKHEHUI 1 0OOCHOBBIBAET HEOOXOIMMOCTD
MX TOYHOHN M CBOEBPEMEHHON AMarHocTuku. llenenanpasien-
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Hasl AUarHocTrka 3Tux opm Al nmo3BossieT onpeaenuTs aaek-
BaTHbIE MOJIXO/bI K UX JICYEHUIO — XUPYPriuuecKOMY WM MeJu-
KaMEHTO3HOMY. BepyTcs nccnenoBanusi, mo3BoisitoLye uiaeH-
TU(UIMPOBATHL HOBbIE HAcenCcTBeHHbIE hopMbl A" ¢ cuHpo-
MoM ['TIA. PazpaboTaHbl METOJIbI FEHETUYECKOTO TECTUPOBA-
HMS, TO3BOJIMBIINE IMArHOCTUPOBATH FEHETUYECKN 00YyCIIOB-
neHHble cemeitHble (popmbl I'TIA, KoTOpble nojipasiesstoTes Ha
I-1V tunsi [1]. Cpeau HUX 0COOBII UHTEPEC MPEACTABIISIET Ce-
MmeitHasg dopma I'TIA I Tuna — MoHoreHHoe 3ab0JieBaHKeE, Ha-
cJIelyeMoe 10 ayTOCOMHO-JIOMUHAHTHOMY THIY, TP KOTOPOM
rUnepceKpelys alb0CTEPOHA PEryIUpyeTcs aipeHOKOPTUKO-
TponHbIM ropmonoM (AKTT), u marorenetnueckas tepanust
[IIFOKOKOPTUKOUAMH, Yalle IeKCaMeTa30HOM, CIIOCOOCTBYET
HopMasmzauuu AJl v runepasnbaocTepoHemMun. B ¢Bsizu ¢ aToi
OCOOEHHOCTBIO 3a00JI€BAHUE CTAJIO U3BECTHO MOJ] Ha3BaHUEM
I'TIA, xoppurupyemslii riaokokopTukouaamu, unu I'TTA, no-
JaBJIsieMblil ieKcaMeTa3oHoM [2, 3]. 3aboseBaHue, Kak 1 ipy-
rue ¢opmbl HU3KOpeHnHOBOro ['TIA, B G0IbIIMHCTBE CllyyaeB
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H.M. Yuxraaze u coasBr.

MexaHu3m 1 nocaeacTeus o6pasoBaHms xumepHoro rea CYP11B1/CYP11B2.

A — CTpOeHEe XUMEPHOTO reHa, COCTOSILEr0 U3 PeryJIsiTOpHOil (MpOMOTOpPHOI) obnactu reHa 1 1f-ruapokcunasel (CYP11BI) u kou-
pytolLeil o6acTu reHa anbgocTepoHcunTasbl (CYP11B2). b — o6pa3oBaBLniics: B pe3yJbTaTe HEpaBHOIO KPOCCUHIOBEPA XUMEPHbII
red CYP11B1/CYP11B2 xogupyeT albJOCTePOHCHHTA3Y, HO €ro 9KCIpeccHs peryimpyeTcs He anrnotensusoM II, a AKTT .
Mopudpuunposauno u3 P.C. White u coasr. [§] u P. Ferrari u coasr. [9].

xapakrepusyercst AI', HU3KOI aKTUBHOCTBIO PEHUHA B ILJ1a3Me
kposu (APII) n runepanbrocreponemueii.

Brnepsoie onmcanune cemerinoro ciayvast Al' (y oTa u cbiHa)
¢ Hu3kopeHnHoBbIM ['TIA 1 HopManu3auyei KITMHUYeCKUX Mpo-
sIBIIEHUI1 Ha (hOHE MpuemMa JeKcaMeTa3oHa OMyOJMKOBAaHO B
1966 r. [4]. B nanbHeieM Takye NPUBOJAMINCEH €IMHUYHbIC
AHAJIOTMYHbIC HAOJIOJCHNUS, B KOTOPBIX ONUCAHHBIA CUHIPOM
HaOJI0AaJICsl y YJIEHOB OfJHOM ceMbu. KimmHuueckas quarHocTu-
Ka OCHOBBIBAJIACh Ha TECTE CYNPECCUM allbOCTEPOHA JleKcame-
Ta30HOM [5, 6]. TosbKo yepes 26 neT noce nepBoro ONMMCaHus
I'TIA, KOppUrHpOBAaHHOIO TIIOKOKOPTUKOMAaMu, B 1992 r.
yCTaHOBIJIEHO, uTo cemeiHblil I'TIA 1 Tuna — MoHoreHHoe 3a60-
JeBaHue, OOYCJIOBJIEHHOE NPUCYTCTBUEM XUMEPHOIO IeHa
CYPI1IBI/CYPI1IB2 [T7].

Bricokoromonornynbie reHsl cemeiicTBa nuroxpoma P450
CYP11BI (xopupyer 11B-rugpokcunasy) u CYP11B2 (kopupy-
€T aJlbJOCTEPOHCUHTA3Y) HaXxoAsaTcs Ha 8-i1 Xxpomocome. M3-3a
HETOYHOIO CHAPUBAHKSI TOMOJIOTMYHbBIX XPOMOCOM B Pe3yJIbTa-
T€ HEPABHOT'O KPOCCUHIOBEPA MEXKJly 3TUMU FeHaMu 00pasy-
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ercst xuMepHblii ren CYPIIBI/CYP11B2 (cM. pucyHok). [To-
JIO>KEHUE TOYKM 0OMEHA YacTsSIMHU F€HOB BapbUPYET B PA3HBIX
cembsix. Dkcnpeccust reHa CYPI1B2, KonupyIoLero ambaocTe-
POHCHHTA3Y, peryaupyercst anruorensutom II. B Hopme anbjio-
CTEpOHCHHTAa3a 00eCcreuynBaeT CUHTE3 alIbI0CTepOHa B KIIyO0u-
KOBO 30He KOpbl HainouyeyHukos. ['en CYPIIBI, xopupyto-
it 11B-ruppokeunasy, perympyercss AKTL. B Hopme 1103-
TUIPOKCUTIa3a yYacTBYeT B 0OPa30BaHUU [IIOKOKOPTUKOU/-
HBIX TOPMOHOB B ITy4YKOBOJ 30He KOPbI Ha/imouye4yHnKoB. O6pa-
30BaBILIMIICS B PE3yJIbTATE HEPABHOI'O KPOCCHHIOBEpA XUMEp-
Hblii reH CYP11BI1/CYP11B2 xogupyeT ajlbJOoCTepPOHCUHTA3Y,
HO €ro 3KCIpeccHsl peryjupyercss He aHruoreHsmHom II,
a AKTI'. B pe3yabrare albOoCTEPOH HAUYMHAET aHOMAJIbHO
CUHTE3UPOBATHCS B ITyYKOBOI, @ HE B KJIIyOOUKOBOI 30HE KOPbI
HA/IMOYEYHUKOB, NMpuyeM ero cunres3 perymupyerca AKTI
[8, 9], ueM 1 060CHOBaHA BO3MOKHOCTb CYNPECCUM MPOAYKLUU
aNbJIOCTEPOHA MPU TEPANUK TIIOKOKOPTUKOUAAMU OOJIBLHBIX
cemetrinoit popmoii ['TIA I Tuma.

Cewmeitnas dopma I'TIA 1 Tuna — pejgkas BropuuHas pop-
Ma AT" — oTHOCUTCS K Ipynne ophaHHbIX HAC/IECTBEHHBIX 3a-
6oneanmii (B 6a3ze gaHHbIx OMIM Ne 103900) [1]. HemHoro-
YHMCIIEHHbIE CEMEMHbIE CIy4Yau 3TOro 3a060JIeBaHusl OMMCAHBI
B CIIA, ABctpanuu, SAnouun, Utanuu, Kurae, I'epmanumu,
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CemeriHas chopma runepasbAoctepoHmusma | tuna

Kopee [10-16]. Cpenu HuzkopeHnHoBbIX popm I'TIA vacToTa
ero BbisiBiieHus1 coctapuser 0,36-0,66%. PacnpoctpaneH-
Hoctb ['TIA I Tvna B ieTCKOM MomyJisiuyy BbILIE, ¥ MO JAHHBIM
WccIeoBanust, npoBefieHHoro B Uwmm, nocturaet 3,08% [17].
3abosieBaHNe MOXKET MPOSIBISTLCS B PAHHEM IETCKOM BO3pac-
Te, TEHETUYECKHU MOJITBEPXK/EHHbIE CIyYau ONMUCAHbI B BO3-
pacte ot 1 mec no 18 ner, yawe — B 4—15 neT, B cpeaHeMm B
13 net [16-18]. B 6onbmmHCcTBE ciryuaeB HaOIIOAAETCS BbI-
cokast Al', pecppakTepHasi K aHTUTMNEPTEH3UBHON Tepanuu, ¢
CONYTCTBYIOLMMH LEpeOPOBACKYISIPHBIMU OCIIOKHEHUSIMU
[11, 16, 19]. BmecTe ¢ TeM B HEKOTOPbIX ClIy4asix HaGroa-
eTcsl MeHee TsKesoe TeueHue 3aboneBanus, Al MoxeT He
JIOCTUTATh BLICOKOT'O YPOBHSI, U JIaXKe PErMCTPUPYETCS HOP-
moToHus [11, 16-18, 22].

B Poccun nepBelil 1 €UHCTBEHHBIN CIIydail CEMENHON
¢opmbl I'TIA 1 Tuma auarHocTUpoOBaH M OMMCAH HaMU B
1998 r. [20]. B naHHOM cOOGILIEHNH TPUBE/IEHBI PE3YJIbTAThI
pnutenbHoro 40-1eTHero HaOJIOIeHNs 32 0COOEHHOCTSIMU
TedeHus 3ab6oJeBanus 3Tou penkoit hopmoit Al' y onmcanHo-
ro paHee NalueHTa.

BounbHoit O., 1959 r.p., HaGoj1aeTcst B OT/ielie TUIepTOHNUN
HNWM xmmanyeckoit kappmonorun nm. AJI. MsacHukoBa c
18 net (c 1978 r.).

B percTBe y Hero oTmeyanuch YacTble HOCOBbIE KPOBO-
TeueHusi, AJl He u3Mepsinu, a B 14 neT Bnepsble BO BpeMsl aM-
OGyJIaATOPHOrO OOCJE0BAHUSI NPU MOCTYIUIEHUM B TEXHUKYM
BBISIBIICHBI CTaOWJIBHO BbICOKHMEe Nokaszatemu AJl — 170-
250/130-150 mm pt. ct. [Ipu nepBom noctynnennu 8 HUN
KJIMHUYeCKoN Kappuonoruu uM. A.J1. Msicuukosa B 1978 r. na-
LMeHTa 6ecroKOouIa yacTasi rojoBHast 60J1b. [1o naHHbIM aHaM-
He3a, yCTaHOBJIEHO, YTO C 14 JeT oTMeYalsl MbILIEYHYIO cJla-
60CTb, HUKTYPHUIO, IAPECTE3UN U NEPUOAUYECKU CYIOPOTU B
MKPOHOKHBIX MbIlILaX. HacnecTBeHHbII aHaMHE3 OTSTOLICH:
AT BbIsiBlIeHa y MaTepu ¢ 22 neT (ymepJia B BozpacTe 59 jer)
u 'y posHoro 6pata c 16 mer.

I'inoTeH3uBHyO Tepanuto GONBHOI He MOJTyyYal, TpU U3Me-
pernn AT 180/130 MM pT. cT. — CUMMETpPUYHOE Ha 00euX py-
Kax, aycKyJbTauusi 06JIacTH cepjua, OpIOIIHOrO OTAeNa
aopThl — 6e3 maroyiornu, nepugepuyecknx oTeKoB HeT. 3a
BpeMsi peObIBaHKSI B CTAlIMOHAPE B BEYEPHee BpeMsl HaOIIofia-
JIUCh TUNEPTOHMYECKUEe Kpusbl ¢ nosbilieHneM AJl 1o
240/160 MM pT. CT., CONMPOBOX/ABILIMECS TaXUKapAneH, TOHU-
YECKMMHU CYJJ0POraMi B MbILILAX JIMLA, XKUBOTA, KUCTEN PyK U
MKPOHOXKHbBIX MBbIILLAX, TOJUypuUeii. B aHanmn3ax KpoBu — rumo-
kamemust 2,0-2,8 MMoJb/n. DaexTpokapauorpapuueckue
(OKT') npu3Haky n3MeHeHns MUOKap/ia BCIIE/ICTBUE TUIIEPTPO-
¢hun 71€BOrO KemyaouKa ¢ HaCJOeHUEeM MeTab0INYeCKUX CBU-
roB. MoueBoil CUHAPOM OTCYTCTBOBaJ. CKOPOCTb KIIyOOUKO-
Boil punbrpanuu (CK®) no npode Pebepra — 83 mMm/MuH,
B TIpefiesiax HOPMaJlbHbIX 3HaueHui. [10 JaHHbIM 9KCKpEeTOPHOI
yporpaun — cTpoeHne yaleyHo-JT0XaHOYHON CUCTEMBI B Ipe-
Jieslax BapraHTOB HOpMbI. [IpoBefieHa OprolHasi aoprorpadwusi:
OprolIHas a0pTa U NOYeyHble apTepun He u3MeHeHbl. Karexo-
JIAMUHBI B CYTOYHOI MOYE — B IPefieslaX HOPMBbI.

YunTbiBasi KIMHUYECKUE MPOSIBJIEHUS, XapaKTePHbIE M5
TUNEPCEKPELMU AJIbIOCTEPOHA, U HAJIMYUE TMIIOKAIUEeMUH,
MPOBEJIEHO 00CIIeIOBAHKE ISl UCKIIFOUEHHUS] TATOIOTUM HA/IIO-
4eyHUKOB, o6ycnosnenHoi ['TIA. MccnenoBanbl mokazarenn
PpeHUH-aHTMOTeH3UH-albocTepoHoBoi cuctembl (PAAC) Ha
¢one TecTa 4-yacoBoit Xxoib0bI. [To pe3yabTaTaM JaHHOTO Te-
CTa BBISIBIICHbI TIOBBILIEHHbIE TI0KA3aTENN KOHUEHTPALUK AJThb-
noctepona B maszme Kposu (KAIT) B mokoe B paHHue yTpeHHIE
yacel — 564 nir/mn, u camkenne KAIT nocie 4-yacoBoil Xoub0bl
mo 423 nr/mn, nynesast APII B nokoe He CTUMYJIUpOBanach
nocse xoabobl — 0,4 Hr/mi/4. [TonyyeHHbIe pe3yabTaThl CBUE-
TEJIbCTBOBAIM B MOJIb3Y 3aBUCUMOCTH CEKPELMH allbI0OCTEPOHA
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ot AKTT, xapaktepHoii st anmbpocTepoMsbl. C 1esIbio BU3ya-
JIM3aLMK HAJIMOYEYHUKOB MPOBE/ieHa CUMHTUrpacusi Hajinoyey-
HUKOB ¢ I'3!-19-iiofix0JleCcTepUHOM: BU3YaIM3UPOBAJICS YBEIIM-
YEHHBII NPaBbIil HAINIOYEYHNK, JIEBbIN HAJNIOYEYHUK HE BU3Ya-
musupoBancsa.  IIposeieHa  Tepanus  BEPOLUINUPOHOM
(300 mr/cyt — 1 Hen, 250 mr/cyT — 2 Hen): AJ] CyILIECTBEHHO He
cHusuioch (190/115 mm pt. cT. ucxopso, 170/100 mm pr. cT. —
Ha  ¢one Tepanum). CoXpaHSINCh  TUNOKAIUEMUS
(3,3 MMoub/a), runepanbpocTepoHeMust (460 nr/mi), cynpec-
cust APII (0,05 ur/mr/y4). Ilpucoenuuenue K Tepanuu KIOHU/U-
Ha He MPUBEJIO K JIONOJHUTENLHOMY CHIKeHUto AJl. YuuTbiBast
HeKOHTposmpyemoe Teyenne Al 1 KIMHUKO-OMOXUMUYEeCKue
nposisyienus: Hu3kopeunnosoro I'TIA, peakyuto KAIT Ha 4-ya-
COBYIO XOfIbOY, @ TaK>Ke OJHOCTOPOHHIOIO BU3YyaIn3aluio Hajl-
MOYEYHHUKA 10 pe3yJIbTaTaM U30TOMHON CUMHTUrpadun, He 1c-
KJII0YAJIOCh OMYyXO0JIeBOe MOPakKeHne MPABOro HA/[MOYEUHHUKA.
[Tpou3sBesieHa AUarHOCTUYECKasH ONEPaLUsi — MPABOCTOPOHHSIS
ajipeHasIsKTOMusl. BhisiBieHa nudy3Ho-y3enkoBas runepruia-
31l (MUKPOY3JIOBble 00pa30BaHMs) KOPbl HA/IMOYEYHHUKA 3a
CUeT 3JEeMEHTOB CeTYaTON M Kiy6oukoBou 30H. [IpoBenena
TaK>Ke MHTPAONEPALMOHHAS OUOTICHSI TOYKHU: IMArHOCTUPOBAH
rUNEePTOHUYECKUI He(PPOAHTUOCKIIEPO3.

B nocneonepaunoHHOM neprofe runoTeH3BHbIN 3P PeKT
ObIT HENMPOAOIKUTENLHBIM — cHkenne Al na 10-20 mm pr. cT.
Ha nmpoTsikeHuu 1-2 cyT, nocjie yero AJl BHOBb JOCTUTIIO UC-
XOJIHOTO YPOBH$, MO-TIpEXKHEMY OECIOKOMIIN TOJIOBHbIE 60N,
TaxvKapjus, MEPUOANYECKN BO3HUKAIOIIME CYOPOTM MBbIIIL]
BEPXHUX KOHEYHOCTEM U JIMIA, napecte3nun B obsactu pyk. Ha
¢oHe Tepanuu BepOLITMPOHOM, 003U/IJAHOM, KOPHH(APOM CO-
XpaHsuch KiuHrndeckue nposisienus ITIA.

UYepes 1 Mec nocse onepauuu mpu 00CIeJOBAHUN COXPaHsi-
nace A (170-190/130 mm pt. cT., runokanuemus (3,1—
3,4 wmmonw/n), runepanbpocteponemus (KAIT B mokoe
470 nr/mn 6e3 ajileKBaTHON PeaKUMU Ha TeCT 4-4aCOBOM XOJib-
6b1), cynpeccust APTIL.

Ha npotsikennn nocnenytomux 20 et 607bHON MPUHUMAI
TMNOTEH3MBHbBIE Npenaparhl (00311aH, KOpUH(pap) HEperyJsp-
HO, CIIUPOHOJAKTOH He mpuHuman, AJl cocrasnsino 180—
200/130-140 mm pt. cT. Dmm3oanvecku AJl MOBBIIIATOCH 10
250/160 MM PT. CT., UTO COMPOBOXKAAIOCH NPOSIBICHUSIMH JIe-
BOXKEJTY/IOUKOBOI HeflocTaToYHOCTH. [Ipn yXy/ieHnu cocTosi-
HMSI TOCTIUTAIIM3MPOBAIIM B CTALMOHAPHI IO MECTY XKHUTEJbCTBA,
Ha3HayaJach MIOTEH3MBHAS TEpaNusi, KOTOPYIO B AaJIbHEHIIeM
perynspHo He npuHuMai. IToCTOSHHO OTMeYall TIOJIOBHYIO
60J1b, MBILLIEYHYIO CJIA00CTh, IEPUOIMUECKU — CYJOPOTH MbILIIL]
BEPXHUX M HUXKHUX KOHe4YHOcTel. HeogHOKpaTHO MoBOjIOM /171t
FOCIUTANN3AIMY ObLT OTEK JIETKUX Ha poHe Bbicokoro AJl.

TpuKabl Ha MPOTSIXKEHUM ITOrO BpemeHu (uepe3 6, 13
u 15 et nocne Xupyprudeckoro Je4eHus) FOCIMTalIu3UpOBaH
B HNU xmmanyeckoit kapauonoruy nM. A .JI. MsicHukoBa.

[To pannbiM o6cnenoBanus B 1993 r. — yepes 15 net nocne
XUPYPruueckoro jeueHusi, peructpuposanock AJl 200/140—
150 MM pr. CT., OmpejessIuCh runokamiemus 3,3—
3 4 MMOITB/ 11, TUTIIEpANIBIOCTEPOHEMUST O€3 aJIeKBATHO peakinn
Ha TecT 4-4yacoBoil XobObI, runopenuHemusi. [lo cocrosinuio
[JIa3HOTO JIHA — TMIIEPTOHMYECKAs aHruonatus ceryatku 11—
III crenenu. ITo panubIM axokapauorpaduu (3xoKI') — yme-
peHHast runepTpodus MUOKap/a JEBOro Kelyl0uKa, COKpaTh-
MOCTb MUOKap/ia JIEBOI0 >KeJ1y/J0uKa Y/IOBJIETBOPUTEIbHA, 30-
HbI TUMOKMHE3a He BbIsIBJIEHBI. [10 JaHHBIM MarHUTHO-Pe30-
HaHcHOM Tomorpacduu (MPT) naTosorum noyexk He BBISIBICHO,
B OCTaBILIEMCS JIEBOM HA/IMOYEYHUKE TIPU3HAKOB JIONOJHUTEIb-
HOro oOpa3oBaHusl He BblsiBlIeHO. HazHavanmack Tepanus Kio-
denrHOM, KOprH(]ApOM, 003UJaHOM, TPA303UHOM, BEPOLLIH-
ponoM. Jocturanocs cHkenue AJl jo 170/130 mm pr. T, 0-
HAKO TMOCJe BBIMUCKM M3 CTalMOHapa B aMOyJIaTOPHbIX
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H.M. Yuxraaze u coasBr.

YCIIOBHSIX PETYJIIPHO 3TH NpenapaThbl 00JIbHON HE MPUHUMAJ,
HOpMaJIbHbIM Jnist cebsi cumtan yposeHb AJl 200/100-
120 MM pr. cT. B 1998 r. nepenec TpaH3UTOPHYO UlLEMUYe-
ckyto ataky (THA).

Ouepepnast rocnutanu3zanyst B HUW knuHnyeckoit kapauo-
gorun uMm. AJI. MscuaukoBa B 1998 r. B Bozpacte 39 ner.
K »TOoMy BpeMeHM Halll MALMEHT Y>Ke UMeJl [ABYX J0oYepeil.
Y onHott u3 HUX B Bo3pacTe 14 neT BblsiBneHa ymepenHast Al
ITo panHbIM OoGcneioBanusl, y 60JILHOTO COXPaHsIIaCh CTaOUIIb-
Ho Bblcokast AI', AJ] na yposre 180-200/140—150 mm pT. cT.
(MpyHUMAaN aTeHoJI0d, 3Har). [To JaHHBIM CYTOYHOTO MOHHTO-
pupoBanus AJl (CMAJ), cpeanecytounoe AJl cocTaBisiio
164/121 MM pT. CT., HOUHOE CHUXKeHue AJl OTCYTCTBOBAIIO.
Kak u panee, HaGmoanuck runokanmuemust (3,4 MMoub/i), ru-
nepaibAoCcTepoHeMusl 0e3 ajeKBaTHON peakuuu Ha TeCT
4-gyacoBont xoab0b1 (KAIT B mokoe — 1030 nr/m, CHUXKEHNUE
nocsie XxobObl — 575 nr/mi), cynpeccust APTI. Inst Buzyanusa-
LM OCTABLLIErOCs JIEBOI'O HAJIIIOUEYHUKA MPOBEJICHA 3JIEKTPOH-
Ho-my4eBast Tomorpacdust (DJIT) GproiHoil monocT ¢ KOHTpa-
CTUPOBAHUEM: NMPAaBbIil HAAMOYEYHUK HE BU3YaJIU3UPOBAJICH,
JieBblil pa3mepoM 3,3x1,5 cM paBHOMEpPHO yToJIeH. B 6uoxu-
MHYECKOM aHaJIN3e KPOBU — UCIUNUJIEMUsI, OOLINI X0secTe-
puH — 6,56 MMoub/i1. MicceoBaHO COCTOSIHUE OPraHOB-MMIIIe-
Heit AI'. Pesynbrarsl DxoKI': runeprpodust Muokapya JeBoro
3KeJyjiouka (YTOJIIeHNEe 3a/JHEN CTEHKHU JIEBOTO KEeJTy/IouKa —
1,3 cM, MexKKenyJouKoBOi1 neperopojik — 1,3 cm), Hapyie-
HUe OOLIell COKpAaTUTENbHON (DYHKIMU MUOKapaa [gpakuus
BbIOpoca (PB) 50%]. JynnekcHoe CKaHMPOBaHUE IKCTPAKPaA-
HMAJILHOTO OT/e1a OpaxuouedasbHbIX apTEepUil: INIOCKUE reTe-
pOreHHble aTepoCcKJepoTuyeckue ONsKU B Ouypkaumsax
o6enx OOLIMX COHHBIX apTepuil. [lynjaeKcHOe CKaHMPOBaHHE
MOYEYHBIX apPTEPUil: MPU3HAKY FEMOIMHAMUYECKH 3HAYUMOT O
CTEHO3UPOBAHMUSI HE BbIsiBJIeHbI. OOLMIT aHAIU3 MOuH — 6e3 na-
TOJIOTUYECKUX U3MEHEHMUIA. PacueTnas CK®d -
85 mu/mun/1,73 M2, DJIT roJloBHOro MO3ra: OpraHMJIecKoll ma-
TOJIOTMHM TUNO(U3a, FOJIOBHOTO MO3I'a HE BBISIBJIICHO.

YuuThiBast KIMHUYECKYIO KapTUHY 3a00JI€BaHUS — OTSTO-
IIEHHBIN CeMENHbIN aHaMHe3 no Al', OCJIOJKHEHHOe TedyeHHe
AT, knmuauko-6uoxumuyeckue nposisaenust ['TIA, nposegeHo
FeHEeTUYECKOe TeCTUPOBAHNE.

B na6opaTtopun pyHKIMOHATLHON FEHOMUKU CEPAEYHO-CO-
cyaucTbix 3a0onesanniit HM skcnepuMeHTanbHON KapanuoJo-
TUM HAaIlero LeHTpa nposefieHo uccienosanne [JHK 6ombHOrO
O. meTonoMm nosmmMepasnoi uennon peakiyu (ILP) pmHABIX
¢parmenToB [21]. B kKauecTBe MONOKUTENLHOIO KOHTPOJIS UC-
nonb3oBanbl 06pasupl JHK oT nanpeHToB ¢ cemeliHoi hopmoit
I'TIA I Tuna, mo6e3no npepocTasneHHble M. Stowasser (AB-
ctpanusi). BeisiBieHo Hanumune y 607IbHOTO0 XMMEpPHOTO TeHa
CYPI11BI1/CYP11B2, 4To N03BOJUJIO AUArHOCTUPOBATh CEMENi-
Hyto ¢popmy I'TIA I Tuna. Ha3naueHa Tepanust ieKCaMeTa30HOM
B CYTOYHOM1 /10o3€ 3 T' B JIEHb C MOCJIE/YIOLIMM MOCTENEeHHbIM CHU-
>KeHUeM [0 mopiepxkuBatouiert 1o3sl — 0,75 mr B iens. Kpome
TOro, MPOJOJKEHA Tepanus HANOM M aTteHososoM. Yepes
2 Mec Tepanuu No JJAHHLIM PYYHOTO U3MEPEHUs Habulo/1anach
MOJIOXKUTENbHASL IMHAMUKA: peructpupoBaigoch Al 160-
165/110-115 mm pt. c1., KAIl B mokoe — 93 nr/mi, nocne
4-qacoBoii xofb0b! — 209 nr/mn. Coxpansitack cynpeccust APII.

Ha nporskennn nocneyommx 2 JeT npofosrKaics Hepe-
TYJISIpHBIN TIPUEM JileKcameTa3oHa, Ha (oHe yero A/l umeno
TeHJIeHIMIO K cHuxkeHuto 1o 150/100 mm pT. cT. B aTOT nepuon
(2000 r.) 6071bHOIT TOCTIMTANN3UPOBAH 7151 HAOJIOfIEHNS] B IUHA-
muke. [Tpu o6cnegoBanuu AJl 180/130 mm prt. cT. ITo faHHBIM
CMA]I cpepnecyTouHoe AJl — 169/108 MM pT. CT., Makcu-
ManbHoe 3Hauenue — 210/141 mm pt. ct. Kanuii nnazmel Kpo-
BU — 4,0 MMouIb/1, XosecTepuH — 6,0 MMOJIB/JI, TPUTIIALEPU-
a1 — 1,77 mmoas/in. TTo pannbiM Dx0KI, a Takxke 1ynieKCHOro
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CKaHMUPOBaHMs 3KCTPAKPAaHUAJILHOIO OT/esa Opaxuouedab-
HBIX apTepuil — 6e3 CyLIeCTBEHHO! IMHAMUKN MO CPABHEHUIO
¢ pesyabratamu ucciefosanuss B 1998 r. APIT — 0,57-
0,94 ur/ma/4, KAII B nokoe — B nmpefiesiax HOPMAJIbHBIX BEJIM-
yuH: 128 nr/mi, ofHaKo ajieKBaTHAs peakuusl Ha 4-4acOBYIO
Xxofp0y He BbIpaxkeHa: 76 nr/mi. MyabTUCMpaibHasi KOMIbIO-
tepHasi Tomorpacdust (MCKT) HanoueYHnKOB: JIeBbIN HA/IMO-
YEYHUK FOMOT€HHOI CTPYKTYPbI, JONOJHUTENBHbIX 00pa3oBa-
HUI1 B €ro POEKLHU HE OIPEJIeIIsIIOCh; IONOJHUTEbHBIX 00pa-
30BaHMI1 B MPOEKLMHM JIOXKA MPABOro (yAaJeHHOr0) HaJnovey-
HUKA TaK>Ke He BbIsIBJICHO. B aHanu3ax moun — 6e3 naToJoru-
yecKMX u3MeHeHuil, kpeatuHuH — 109 mkmonsn/n, CKP —
83 mut/mun/1,73 M2, Busyanusauusi NOYeK 1 MOYEYHbIX apTEPHil
[yabTpasBykoBoe uccneposanue (Y 3U1), MCKT]: pazmepbl
MOYeK He U3MEHEHbI, BOPOTA JIEBOI MOYKM YMEPEHHO paclunpe-
Hbl, enuHnYHbIe Menkue (0,2-0,3 cM) KOHKPEMEHTHI B JIEBOI
MOYKe, B HU>KHUX OT/IesIaX €€ MapeHXUMbl — TPU KUCTbI pa3mMe-
pom 0,3—1 cM. CTEHO30B NOYEUYHBIX apTepUil He OOHAPYKEHO.

PekomeHj0BaHO BO30GHOBUTH MPHEM JIEKCAMETa30Ha B J103€
0,75 mr/cyt, mokconnauna — 0,4 mr/cyt. OgHako B ganbHel-
1IEM NALMEHT BHOBb CAMOCTOSITEIbHO OTMEHIJT ITPUEM JieKca-
MeTa30Ha (CTall OTMeYaTh yBEJIMYEHHE MACChl Tella, 4TO CBSI-
3bIBAJI C IPUEMOM JleKcameTa3zoHa). [Ipuauman actymmuk. AJl
nepxainock Ha ypoHe 170-190/110-120 mm pr. cT.

B 2004 r. nposepena MCKT 6pro1Hoii nosocTu: npasblii
HA/INIOYEYHUK HEe BU3YaJIM3UPOBAJICS, JIEBbIIl — C YETKUMU, HEe-
CKOJIbKO HEPOBHBIMU KOHTYpaMu, pazmepom 3,3x1,5 cMm, of1-
HOPOJIHOM CTPYKTYPbl — PABHOMEPHOE YTOJILIEHNUE, BEPOsITHEE
BCEro, BUKAPHOT'O reHe3a 0e3 IMHAMUKM OTHOCHUTEINIBHO JIaH-
HbIX 1998 1.

Teuenue AL B a1 ropibl ocnoxamiIock: B 2003 r. mepeHec
THA, a B 2006 r. — uH(apKT MO3ra, BEI3BAaHHBI TPOMOO30M
MO3roBbIX aprepuil. Jleunscs B cTtayMoHapax 1o MecTy >KH-
TenbCcTBa. B aHanmm3ax KpoBU OMpefessyiach AUCIUNUEMUS:
obmmit  xomectepuH — 6,94 MMONB/M, TPUTIULEPUALI —
4,25 MMoITb/T1. Y pOBEeHb Kauusl B T1a3Me KpoBU — 3,8 MMOJIB/J.
C 2013 r. (B Bo3pacTe 54 neT) cTanu BO3HUKATbL NPUCTYIIbI CTe-
Hokapauu. B aToM e ropty nepenec nHgapkT Muokapaa. [1po-
BefleHa KOpOHapoaHruorpadus, aHrMOMIACTUKA CO CTEHTHPO-
BAHWEM JIEBOY KOPOHAPHOM apTepuu.

B panbHeiinieM NpuCTynbl CTEHOKAPAUUA HEe 0€COKOMIIN.
PekomeHnjjoBaHa Tepanusi NepUHIONPUIIOM, aMIIOUITMHOM, AJlb-
nakToHoMm. YpoBenb AJl coctasusinm 170-180/120 mwm pT. CT.
[Ipu nosbiienHom AJl 6onee 180/120 mm pT. cT. 60JBLHOM OT-
MeyaJ 3MU30/1bl JIEBOXKEIYJ0UKOBOI HEJJOCTATOYHOCTH, KOTO-
pbIe CaMOCTOSITEIbHO KyNMpOBaJ npueMoM Jasukca. Ha npo-
TSKEHUHM 3TOrO BpeMeHH (PYHKIMOHAIBLHOE COCTOSHUAE MOYeK
CYLIECTBEHHO He M3MeHsiock, pacueTHass CK® cocraBnsina
84-74 mu/mun/1,73 M2,

B 2016 r. (B Bo3pacte 57 5eT) BHOBb 00CIIE/IOBaH B OT/EJIe
runepronur HUM knunnueckoit kapguonorun um. AJI. Msic-
nukosa. [Ipu moctymmennn AJL 180/120 MM pT. cT. Ha one
npuemMa NnepuHAoNpuia, aMIouN1Ha, aroppactaTusa. 1o gaH-
HbiIM CMA]I — KapTHa cucToaopuacronuueckoin Al', cpente-
cyrouHoe AJl — 155/106 MM pr. CT., B JHEBHbIE Yachkl — 166/
113 MM pT. CT., B HOUHBIE — 126/88 MM PT. CT., MaKCUMAJILHbIE
3HauyeHusi AJl B JHEBHbIE yachl: cuctonmyeckoro — 191 mm pr.
CT., IMACTOJIMUECKOro — 134 MM PT. CT., IOBBbIIIEHA HOYHAS Ba-
pradesbHOCTD [t cuctonmyeckoro Al — 15 MM pT. cT., Hapy-
LIEH CYTOYHbIN PUTM IO THUIY MOBBILIEHHON CTENEHN HOYHOTO
CHUXKEHUs cucTonndeckoro (24%) w puacronauueckoro AJl
(22%). B 6MOXMMHUYECKOM aHalu3e KPOBU YPOBEHb Kalus
1a3Mbl 3,4 MMOJIB/IT, CIEKTP JIMIHIOB — B MPEJiesiax HOpMaJlb-
HbIX 3Hauenuii. Mccnenoanne napametpoB PAAC B nna3zme
KpoBHU Ha ¢poHe 4-4acoBoil Xofib0bI (1ocse nepeBoja 607IbHOro
Ha Tepanuio BepanaMuoM): NOBbILIEHHbINH ypoBeHb KAIT —

TEPAMEBTUYECKU APXVB 9, 2018



CemeriHas chopma runepasbAoctepoHmusma | tuna

324 nr/min, agekBaTHas peakiysi Ha Harpy3Ky OTCYTCTBYET —
330 nr/ma, cynpeccust APIT — 0,8 ur/mn/ay. MCKT Hafnoueu-
HHMKOB C KOHTPACTUPOBAHMEM: NPABbII HAJMOYESUHUK HE BU3ya-
JIM3UPYETCs, IOTIONHUTENbHBIX 00pa30BaHMil B €ro NMPOeKIUn
He ompepiensieTcs. JIeBblil HaiMOYeuHNK 1e(OPMUPOBAH, yBe-
JIMYEH B pa3Mepax (HEpaBHOMEPHO YTOJILLEH) 32 CUET OBAJILHOM
(popMbI MATKOTKAHOTO 0OPA30BaHuUs C HAIMUYMEM HEpaBHOMEp-
HOTO XupoBoro kommnonenta (ot —43 HU no —16 HU), pa3me-
pamu fo 2,8x1,7 cm. [1o 3akiroueHuto BhIsSIBIEHHOE 00pa3oBa-
HUe ciefyeT nugpepeHIrpoBaTh MEX/y alecHOMOI U MHEJIO-
smunomoit. 9xoKI': aopra yninoTHeHa, HECKOJIBKO pacllIMpeHa
(Bocxopmsmuit otaen 3,9 cm). Pacmmpenne neBbIX OTAETIOB
ceppua (JieBoe npescepaue — 4,7 cMm). ['MnoknHes npakTuyeckn
Ha BCEM TPOTSKEHNM HUXKHEN CTEHKHU JIEBOT'O JKeJTy/l0uKa, TaK-
K€ 30HbI TUIIOKMHE3UN 6a3aJIbHOT0, CPEIHEr0 cerMeHTa 60Ko-
BOIl CTEHKH C NMEPEXOJOM Ha CPEIHUI CErMEHT 3aJIHEIl CTEHKMU.
COKpaTUMOCTh MUOKApJIa JIEBOT'O KeJTy/I0UKa YMEPEHHO CHU-
»keHa (PB 46%). Hapyiienue quacTonnyeckoil (hyHKIUI MUO-
Kapyia JeBoro xesnynoudka no I tuny. IIpu3HakoB nerouHoi ru-
NEePTEeH3MH HET.

XoanTeposckoe MoHuTopuposanue IKI' — cpeansist yacrora
cepnieunbix cokpattenuit (HCC) — 62 B 1 MUH, e[JMHIYHBIC HAJI-
SKEITyI0YKOBbIE U XKENy/JOUYKOBbIE 3KCTPACUCTOJIbI. DMU30/10B
Aenpeccun u/uim anesauun cermenta ST He o6HapyskeHo. [1y-
TIEKCHOE CKaHMPOBAHKE KCTPAKPAHUAIBHOTO OT/es1a Gpaxuo-
yedalbHbIX apTEePUil: MHOrOUMCIIeHHble cTeHO3bI (25-30%) 3a
CYeT TeTepOreHHBIX aTepocKiIepoTrieckux omsimek. Y 3U1 no-
yek, MCKT nouek ¢ KOHTpAacTUPOBaHWEM: MUKPOJMUT (10
3 mm), kuctel (o 1,2 cm) neoit mouku. Pacuetnas CKd
(CKD-EPI) — 63 mut/mun/1,73 mM? — xponuueckasi 60JI€3Hb MO~
uyek (XBII), cramust 11.

B ornenennu nposefeHa KOppeKUys Tepanuu. Y YUThIBast
BBISIBJIEHHYIO I'MIIOKAJIMEMUIO, K T€paNuu NPUCOEIMHEH BEPO-
INMUPOH B Jio3e 50 Mr/cyT, MpOJOIIKEH MpUeM aMJIoUN1Ha, fe-
pUHONpuUIa, aTopBacTaTiHa. Bo30OHOBIEHA naTOreHeTHYe-
cKas Tepanusi iekcameTa3oHoM B fjo3e 0,75 mr/cyT.

ITocne BbIMMCKM B aMOYJIaTOPHBIX YCJIOBUSAX OTMeuasach
TeHaeHMs K cradbunm3aumu AJl Ha yposHe 150/115 mm pr. cT.,
OJIHAKO TIocsie 6 Mec TpreMa jiekcaMeTa3oHa MaueHT BHOBb B
OUepEeJIHOI pa3 CaMOCTOSITENILHO €ro OTMEHWJI, CIIMPOHOJIAKTOH
¥ CTaTUHBI Tak>Ke He npuHuMan. Y posenb AJl 160—170/120 mm
PT. CT. CYyOBEKTHUBHO HE OLIYILIAT KaK MOBBILICHHBIN, MPOJIOJI-
KaJl TIPYeM aMJIOJIMIUHA, TIEPUH/ONPHIIA, GUCONPOJIONa, NHAA-
naMuza.

B okTs6pe 2017 r. BHOBb 0OcneioBaH. B ananuzax kposu:
runoxkaneMus — 3,4 MMOJIb/JI, AUCIUNNIEMUS (XOJIECTEPUH —
6,5 MMoub/ i, Tpuraunepub — 3.4 Mmous/i). MPT GproiHoit
MoJIOCTU: 00BbEMHOE O00Opa3oBaHUE JIEBOIO Ha/NOYeyHHKa
NPEKHUX PA3MEPOB C MSTKOTKAHBIM U SKMPOBBIM KOMIOHEH-
ToM. Kuctbl 06enx nouek. IMokaszaren 9xoKI' u gynnekcHoro
CKaHMPOBAHMS IKCTPAKPAHUAIBLHOIO OT/esa Gpaxuouedanb-
HBIX apTepuil — 6e3 OTPULIATETHLHON IMHAMUKY MO0 CPABHEHUIO C
panHbMU 2016 r. MPT rosioBHOro Mo3ra 1 MHTpakpaHUalbHbIX
apTepuii: KUCTHI MOCIIe EPEHECEHHbIX HAPYLIEHUI MO3rOBOTO
KPOBOOOPAILIEHHS 110 UIIEMUYECKOMY THITYy B 00X OCTPOBKO-
BbIX JI0JsiX. O4aru B 6eJ10M BelIeCTBE T'OJIOBHOIO MO3ra COCy-
JUCTOrO reHesa. JaHHbIX 32 HaJlMuue OKKJIFO3UI 1 aHEBPU3M
VHTPaKPaHUAJIBHBIX aPTEPUIl HE Oy YEHO.

B cBs3u ¢ pedppakTepubiM TeuenneM Al 1 HaCTOSITETHLHON
peKOMeHflauMeit pueMa ieKcaMeTa3oHa BHOBb CTaJjl ero Mmpu-
HuMaThb B fo3e 0,5 Mr yrpom u 0,25 mr Beuepom. Uepes 1,5 mec
PeryJsipHOrO NpreMa BCeX PEKOMEH/IOBAHHBIX IpernapaToB
yayutmauchk nokazatenn AJl mo ganasim CMAJL, B fHEBHbIE
Yachl COXpaHsiiach cucTonoanactonuueckast Al', ognaxko moka-
3arenu AJl cHusmmick: cpegHecytounoe Al — 131/91 mm pr.
CT., B IHeBHbIe yackl cpefHee AJl — 146/103 MM pr. CT., B HOU-
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Hble yacbl — 109/73 MM PT. CT., NOBbILLIEHHAS] CTENEHb HOYHOTO
cHmkenus AJl. Hopmanusosancst yposenb KAIT — 85,9 nr/mn
(B monoxxkennu cups); APIT — 0,46 Hr/mm/4, moBbIcHIICS ypo-
BEHb Kalusl B CbIBOPOTKE KpoBU — 3,7 MMOJL/11. [1o3a iekcame-
Ta30Ha yMeHblIeHa: yTpoM jo 0,25 mr, BeuepoM B IpeKHel J10-
3e — 0,25 mr. Uepes 5 Mec mpoomKaroerocs mpuema jaekca-
METa30Ha B COYETAHUM C MPUHUMAEMbIMU paHee aHTUIUIEep-
TEH3MBHBIMU NpenapaTamy (B yMEHBLIEHHON [103€) ypPOBEHb
AJl B npepienax 125-136/85-90 mm pr. CT.

OO6cyxaeHHe

Cewmeiinble ['TIA 1 Tuna — penkas popma 3a6oneBanust, Ha-
CJIeJIyeMOTo M0 ayTOCOMHO-IOMUHAHTHOMY Tuny. Kak u npu
APYIUX KIMHUKO-MOP(GOIOrHYECKUX BApUAHTAX HU3KOPEHUHO-
Boro ['TIA, na6momaercs Al" pa3nmyHON CTENeHN TSKECTH, -
ArHOCTUPYETCSl TUNEPNPOAYKLHMS aJbIOCTEpOHa, CyNmpeccust
APII. I'inokanuiemMusi, Mo aHHBIM HEKOTOPbIX ABTOPOB, MOXKET
BBISIBJIATBCS HE BO BCEX CIIydyasiX ¥ MO3TOMY HE paccMaTpuBa-
eTCsl KaK KpUTEPHUI CKPUHUHTA JIJIS1 3TON KaTeropuu GOJIbHBIX
[17,22].

B npejicTaBieHHOM B IaHHOM CTaThe HAOJIOJIECHUN HAYasIo
3a00J1eBaHUS TIPOCIIEKMBACTCS C IETCKUX JIET: YacThble HOCO-
Bble KPOBOTEUEHUSI, KIIMHIUECKUE TIPOSIBICHNSI TUTTOKATTMEMIH.
O Manugectauuu 3a6oyeBaHMs B IETCKOM BO3pacTe CBUjlE-
TEJILCTBYIOT U Jipyrue Habmopenus [17, 18]. Bmecte ¢ Tem
B HallleM MCCIIeJOBAaHUM TOJBKO B Bo3pacTe 14 yeT BnepBble
6b110 M3Mepeno A/l n 3acukcupoBana Bbicokast AI'. O6paria-
eT Ha ce0sl BHUMaHKE, YTO B PUBOJMMbIX HAOIOJICHUSIX TaKXkKe
B JIETCKOM Bo3pacTe AJl He u3mepsoch o nepuoya hopMUpo-
BaHus Buicokoit A" [15, 16].

[Ipu neproii rocnutanuzauuu B HUUW knmanveckon kap-
auosorun uM. A.JI. MsicuukoBa B Bo3pacte 18 net (1978 r.)
npoBefieHO o6ceioBaHne Jiits yrouHeHus renesa Al JTaHHbIX
3a TIATOJIOTHUIO TOYEK U MOUYEUHBIX apTepuil He moTyueHo. Ta-
KHe KIMHUYECKNEe MPOSIBJIEHNS, KaK MbIlIeYHast c1aboCThb, na-
pecresuu, CyIoporu, a TakKe BbIpaXkKeHHasl TUIOKATMEMHUst, 00-
OCHOBBIBAJIM HEOOXOMMOCTD JJUArHOCTUUECKOTO TTOUCKA JIISI
YTOYHEHUST BO3MOYKHON CBSI3U C MUHEPATIOKOPTUKOWIHBIM Te-
He3oM AI'. BoisBneHHas runepcekpenus aiabJoCTepOHa, Cy-
npeccust APII cBuieTeIbCTBOBAIIM B T10JIb3Y HU3KOPEHUHOBOTO
I'TIA, u TpeGoBasnock uddepeHInpoBaTh OT/eNbHbIE (hOPMbI
3a00J1eBaHMSI.

C 3TOl1 LIeabI0 MPOBEIeHA IMArHOCTUYeCKasi Mpoda — TecT
4-4acoBo# XOJibObI, NO3BOJIMBILNIA BLISIBUTH 3aBUCUMOCTDb CEK-
peunn anboctepoHa ot AKTI: cumkenne KAII no cpaBhe-
HUIO ¢ 6a3aJIbHBIM YPOBHEM C YYETOM CYTOUHOTO PUTMA CeKpe-
UM KOpTU30Ja. DTOT TecT pazpadoran B 1970-e rojbl u npu-
MEHSIETCS 10 HACTOSIIEr0 BPEMEHHU B KIIMHUYECKON NPAKTHKE
C 1elbio I depeHINaIbHON JUArHOCTUKN HU3KOPEHUHOBBIX
¢opm I'TIA: B GonbIIMHCTBE CilydyaeB y OOJNBHBIX C allbIOCTe-
PpOMOIi (3a UCKJTFOUEHUEM CITyYaeB C aHTMOTEH3UH3aBUCUMbIMU
anbpocrepoMamil) ypoeHb KAII He 3aBUCUT OT CTUMYJIMPYIO-
IIer0 BIMSIHUSI PEHUH-aHTMOTEH3MHOBOI CUCTEMBI U HE BO3pac-
TaeT MOCJe IAHHOTO TeCTa, B OTJINYKME OT FMNEPIIACTHUYECKIX
¢opm I'TIA [23, 24]. BMecTe ¢ TeM KaK MOKa3aHO B JlajibHEM-
LIMX MCCIICIOBAHUSX , AHAJIOTMYHAS, KaK U NIPU AJIbIOCTEpOME,
aBTOHOMHas OT aHrmoteH3uHa Il peakims cekperym ambaocTe-
poHa Ha Harpy3Ky oTMedeHa y GOJIbIIMHCTBA OOJBHBIX C Ce-
merHoi ¢opmoit ['TIA T tuna, 4To MOATBEPK/IAET BEyLIYHO
poss AKTT kak peryssiTopa ceKpeluny anbioCTepOHA MPY 1aH-
HoI matonoruu [15, 25].

C marHocTu4eckon Lesbto B neprop ¢ 1966 no 1992 r. no
YCTAHOBJICHUSI 3TUOJIOTMYECKON CBSI3U IAHHOTO 3a00JIeBaHUS
¢ hOpMHUPOBAHNEM XUMEPHOI'O reHa, HEKOTOPbIMU aBTOPaMU
MpefIaraisoch NCCIeIoBaHNe CyTOYHON 3KCKPEUN C MOYON
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ruOpUIHBIX cTepousioB — 18-okcukopTrsona u 18-rugpokcu-
KOPTH30J1a, a TaKKe MMPOBeJIeHNe TeCTa C CyNpeccueil cexpe-
LM aJIbJOCTEPOHA fieKcameTa3oHoM [2, 4, 10]. Ognako B fanb-
HEHIlIeM MOKAa3aHO, YTO 3TH TECTbl JMATHOCTUYECKH HE SIB-
JISIFOTCS IOCTATOYHO TOYHBIMU M UMEIOT OrPaHMYEHHOE NpUMe-
Henue [1]. [IoBbllIeHHbIE MOKA3aTeIN TMOPUIHBIX CTEPOUIOB
OMpeJIeIIsICh He TOJIbKO npu cemeiinoit (popme I'TIA I tuna,
HO Uy GONBHBIX ¢ anbapocTepomoii [26]. [IpogemoHCcTprpoBaHO
TakKe, YTo TONbKO B 20% ciyvaeB y JMILL C CyNpeccuen alibjo-
cTepoHa Ha (hOHE [JeKCAMEeTa30HOBON NPOOLI BBISIBJIEH XUMEP-
HBIN TeH U MOAITBepKJieH uarno3 cemeitHoro ['TIA I tuna [27].
Haim jaHHbIe TakKe CBUETENBbCTBYIOT O HEJJOCTATOYHON TOY-
HOCTH U CIeqU(PUIHOCTH MPOOI C AEKCAMETA30HOM Y OONIBbHBIX
AT ¢ I'TTA: npoBefieHne poobI € IeKCaMETa30HOM (0 2 MT' B
CYTKM B TeueHHue 3 JHei) y GOJIbHbIX C HU3KOPEHMHOBBIMU
¢opmamu AI" mpuBoaMIIO K cynpeccun KOHIEHTPALUH allbIo-
CcTepoHa M KOpTu30da B mia3Me Ha 30—50%, npuyeM He TOJIbKO
y OOJNIBHBIX C aJIbOCTEPOMOIl UM TUNEPIUIA3UEl KOPbI HA/IMO-
YEYHUKOB, HO M C HU3KOPEHUHOBOI (DOPMOI1 3CCEHIMATBLHON
AT, a Takxe ¢ BropuubiM [ TIA, 06ycIOBI€HHBIM TUNIEPTOHU-
yecKon 00Je3Hbio [24].

HaunGosnee TouHbII CMOCO6 IMArHOCTUKM CEMENHON (hOpMBbI
I'TIA I Tuna — reHeTn4yeckoe TECTUPOBAHKE C LEIbIO BbISBIIC-
Hust xuMmepHoro reHa CYPIIBI1/CYP11B2, ucnonb3yst METOJ
Southern blot [28] unu meTop ITLP [21]. DTu MeTob1 06712~
[Al0T BBICOKON YYyBCTBUTEIHLHOCTBIO U CHENU(PUIHOCTHIO, U
MPOBE/IEHNE UX PEKOMEH/IOBAHO JIJIsl ANATHOCTUKN CEMENHOM
¢opmbl I'TIA I tuna [1, 29].

B nocnennue roppl onpepenens! kateropun 60abHbIX AL,
KOTOPBIM MOKa3aHo MpoBejieHue FeHeTUYECKOro
TECTUPOBAHUS — IMATHOCTUYECKOTO MOUCKA C LEJIBIO BbISBIIS-
nust cemeiinoro I'TIA I tuna. ITpoBegenue ckprHUHTa PEKOMEH-
JIOBAHO B CJIC/IYIOLIMX CIIy4asix: MPU MOATBEP>KAEHHOM JIMarHo-
3e Hu3KopeHnHOBbIX popm I'TIA B Bozpacte o 20 neT, a Tak-
>Ke y MalyeHTOB ¢ Hu3KOpeHnHOBbIM [ TIA 1 cemeiiHbIM aHAM-
He30oM aTux ke opm I['TIA nnamu nepeHeceHHbIM UHCYIIBTOM B
Bospacte 1o 40 set [1, 29]. HekoTopbie aBTOPHI NpejiaratoT
pacnpocTpaHUTh MPOBEJICHNE CKPUHMHIA Ha BCE CITy4au HU3KO-
penunoBoro I'TTA [30]. PekomenfgoBaHo Takxke 06Cieq0BaTh
POJICTBEHHUKOB MAIMEHTOB C TIOJTBEPXK/ICHHBIM JIMarHO30M Ce-
mertHoro I'TIA 1 Tuna, Tak Kak cepieYHO-COCYAUCTbIE OCIIOXK-
HEHUsI, CBSI3aHHbIE C TUNEPAJIbIOCTEPOHN3MOM, MOTYT TIpeiLie-
cTBOBaTh pazsutuio Al [1].

B Hamiem uccnejoBaHiM reHeTUUECKOE MOATBEPKACHUE Cce-
meitHoi ¢opmbl I'TIA T Tuna ypanoch ocylecTBUTh TOJIBKO
B 1998 r. K aromy BpemeHM yKe onmyOJIMKOBaHbI EPBbIe UC-
CJIE[IOBaHMUs1, B KOTOPBIX YCTAHOBJIEHbI F€HETUYECKUE OCHOBBI
3a00JieBaHusl — HalMuKe XxuMepHoro rena [21, 28]. Hamu Bnep-
Bble B Poccun ncnosb30BaH B KIIMHUYECKOH MPAKTUKE METOJ]
TP pnuHHEBIX (hparMeHTOB, MO3BOJIMBILIUE ONPEIETNTh HATIV-
yne xumepHoro rena CYPIIBI1/CYP11B2. OcHoBaHueM st
MPOBE/ICHUS] TEHETUUYECKOTIO TECTUPOBAHUS TIOCIYKUITH 0CO-
GEHHOCTH aHAMHE3a M KJIMHMYECKOro TeUeHUs 3a00JIeBaHUs
y 6onbHOrO O.: pannee pa3sutue Al', cys Mo KIMHUIECKUM
MPOSIBJIEHUSIM — C IETCKUX JIET, JUarHOCTUPOBAHHbIN B BO3pac-
Te 18 net HuzkopeHuHosblil I'TIA, mporpeccupyolee TeueHue
AT ¢ snu3ofamu JIE€BOXKENYT0YKOBON HEJJOCTATOYHOCTH, TOTIA
Kak cBsi3b Al' ¢ maTosorueit noyek u NMovYeyHbIX apTepuUil OT-
CYTCTBOBaJIa, a TAKXKe OTATOIIEHHBII aHamMHe3 o Al y 6mu-
SKalllIMX pOACTBEHHUKOB. ['eHeTHUeCKOe TeCTUPOBAaHUE, TPO-
BE/IEHHOE Y YJICHOB CEMbM HAlIEro MalMeHTa, MO3BOJIMIIO TaK-
>Ke MarHocThupoBaTh cemeiinyio opmy I'TIA I tuna y opHoi
13 ero jjouepei, y ero 6pata 1 apoux ero aeteii. [lomumo onu-
CbIBAE€MOI CEMbH, FT€HETUYECKUI aHAINU3 MPOBEJICH elle sl
95 nanuenToB ¢ AI', o6¢cnenoBannbix B HUM knmmanyeckon
kapauonorunt uM. A.JI. MsicHUKOBa ¢ yCTaHOBIIEHHBIM AUATHO-
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30M Hu3KOpeHnHOBbIX hopMm ['TIA. XumepHblit reH He 0OHa-
PY>KEH HU Y OfIHOTO U3 3TUX MALMEHTOB.

Ko Bpemenu resernueckoro tectupoBanus B 1998 r. u
YCTaHOBJIEHUsI IarHo3a cemeiHoi ¢opmbl ['TIA Haur naupeHT
yke 6onee 20 net HaGmrofancs B HameM uHcturyte. [locne
KJIMHUKO-T1a00paTOPHOTO OOCIEIOBAHUSI U XUPYPruiecKoil Be-
pudukanuu B 1978 r. BeIsiBIIeHa runepniaacTuyeckas opma
HuskopennHoBoro I'TIA. [1o naHHBIM JIUTEpaTyphI, B PEJICTaB-
JICHHBIX HAOJIO/ICHUSIX XapaKTep CTPYKTYPHBIX N3MEHEHNU! B
HajinouyeuHnukax npu cemeinon popme I'TIA I Tuna o6bruno
OLICHMBAJICS 1O Pe3yJIbTaTaM KOMITbIOTEPHOI TOMOrpadun: ya-
e B KOpe HA/[OYEYHUKOB CTPYKTYPHbIE U3MEHEHUS OTCYT-
CTBOBAJIM, peXe BbISBIsIIACH U ]y3HAs MU y3eIKOBasl Tu-
nepria3usi, B HEKOTOPBIX ciyyvasix — ageHoma [14, 15]. B nHa-
LIeM CJIy4ae BbIsiBlIeHa AU dy3HO-y3eK0Bask TUNepIIa3us Ko-
Pbl HAAMOYEYHUKOB, OJIHOCTOPOHHSIS aIPEHAISKTOMMUS HE CIIO-
co6cTBoBana cHikennto AJl. [IpoBogumasi aHTUTMNEpTEH3NB-
Hasl Tepanusi C UCTOIJIb30BAHUEM JIOCTYIHBIX B TOT MEPHOJ] Bpe-
MEHH JIEKAPCTBEHHBIX NPENnapaToB, BKIIHOYask CIMPOHOJIAKTOH,
He ofecreynBana HEOOXOAUMBIN TMIIOTEH3UBHbBIN 3(EKT.
Kpome Toro, Halero nauyeHTa Ha MpoTSDKEHUN BCEro Nnepuojia
HaOJIOJICHUS] XapaKTepU3yeT HU3Kast MPUBEPXKEHHOCTh K Jieue-
HUIO: HEOJJHOKPATHO OH CAMOCTOSITEJIbHO OTMEHSITT pEKOMEHJI0-
BaHHYIO MeJJUKaMEHTO3HYy10 Tepanuto. Habmopnanocs nporpec-
cupytoniee Teuenne Al ¢ pazBuTueM 1epebpoBacKyISIPHBIX
ocnoxHenuit: TUA, nncyibTa.

B GonblumHeTBe ciyyaeB ceMeiinbix ¢opm ITIA I tuna, no
JaHHBIM JIUTEPATYPbI, HAOIIOAACTCS TAKEN0€E, OCI0XKHEHHOE
teueHne Al'. B 48% cnydaeB HepeKo B MOJIOJIOM BO3pacTe pe-
THCTPUPYETCS FTeMOPPAaruuecKuii MHCYJIbT, BbISIBIISIFOTCS BHYT-
pHUUEpEeHbIe aHEBPU3MbI, YaCTOTA CMEPTEILHBIX NCXOJJOB MO-
keT gocturath 61% [19]. Y Hamero namueHTa ¢ HEKOHTPOJIIH-
pyembiM Teuenuem AT mo nanabiM MPT ronoBHoro mosra u
MHTPAaKPaHUAJIbHBIX APTEPHIil BISIBJICHbI KUCThI MOCJIE NepeHe-
CEHHBIX HAapyILIEHUI MO3rOBOr0 KPOBOOOPALIEHUS 110 UILIEMH-
YECKOMY THIly, O4aru B 6€JI0M BEIIECTBE FOJIOBHOTO MO3ra CO-
CYAMCTOro rexesa. [laHHbIX 32 HaIM4YKMe OKKIIIO3UI UM aHEB-
PU3M He TNy YeHO.

C 39-neTHero Bo3pacTa y Hallero nauyeHTa Habsrofanach
AMCIUNUAEMHUS,, PETYJISIPHO TUMOJMITMAEMAYECKYIO TePAIio OH
He npuHuMal. Ilporpeccupyollee pa3BuTHE aTepOCKIepo3a
MIPUBEIIO K TTOPAXKEHUIO OpaxuouedallbHbIX U KOPOHAPHBIX ap-
Tepuii, nepeHec MH(apKT MUOKapyia B Bo3pacTe 54 net. [laH-
HbIE JINTEPATypPbl TAK>Ke CBU/ICTENILCTBYIOT O CIIy4asix NnepeHe-
CEHHOro MH(apKTa MUOKAP/A U JIETAbHBIX NCXOJIOB B BO3pac-
Te 1o 50 ner y aroit Kareropun 6onbHbIX AN [22]. BmecTe
C TE€M ClIe[lyeT OTMETHUTh, YTO M0 aHAJIU3Y OMYOINKOBAHHBIX
Ha6mronienuit Teuenne Al mpu cemeitnoi popme I'TIA 1 Tuma
Yalie OCJOKHSIETCS He KOPOHAPHBIMU, a 1IepeOpOBACKYJISIPHbI-
MU COOBITUSIMH.

EnuHCTBEHHBII CIOCO6, TTO3BOJISIOLMIA aIEKBATHO KOHTPO-
mupoBaThb Al" mpu cemerinoit popme I'TIA 1 Tuma — HazHaueHue
TIIFOKOKOPTUKOU/IOB C LIEJIbI0 YACTUYHOM CYNPECCUU CEKPEeLn
AKTT runocpuzom [1, 29, 31]. B nocnegaue rogsl peKOMeH/10-
BaH MpHUEM TIIFOKOKOPTUKOMJIOB B MAJIbIX JI03aX: IEKCAMETAa30H B
noze 0,125-0,25 mr/nens uim npegHu30IoH — 2,5-5 Mr/aeHb,
NPE/NOYTUTENIbHEE B BEUSPHUE YaChl C LIENTbIO CYNPECCUN BbICO-
koro yposHst AKTT B panHue yrpeHHue yacbl. KOHTposb KOH-
LEHTPALMK AJIBJOCTEPOHA M aKTUBHOCTH PEHMHA B IMTHAMUKE Ha
¢oHe JeueHus Mo3BOISIET BLIOPATH aleKBATHYIO 103y Mpenapa-
Ta, OUEHUTH 3(P(EKTUBHOCTH TEpANUKU U N30eXKaTh Pa3BUTHS SIT-
porenHoro cuHapoMa Kymmura. O6bIYHO MOAGUPAIOT MyTeM
TUTPOBAHUSI MUHUMAIIBHYIO 3(D(hEeKTUBHYIO 103y, CIIOCOOCTBYIO-
uyto Hopmamuzauuu AJl u ypoHs Kamemuu [31].

Kak npasuno AJl HopmanusyeTcst yepe3 1-2 mMec Tepanuu
nekcameTasoHoM [15, 16]. [Tokazano, yto Hopmanuzanust AJl
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MO2KET ObITb JOCTUTHYTA JlaXe B CllydyasiX YaCTUYHOM cymnpec-
cun cekpeuuu AKTT rirokoKopTUKOuamMu, Korjia CoXpaHsi-
Jack runepansgocteporemust u Huskast APII [31]. O6 acpdex-
TUBHOCTH TEPAIMN Y BOCCTAHOBJIEHNN JOMUHUPYIOLIETO BIIMSI-
HUs aHrnoTeH3uHa Il Ha cexpenuio anbIocTepoHa CBUJIETEINb-
crByeT ctumysinusi KAIT Ha ¢pone 4-4yacoBoil XofbObI ¢ Ma-
pasnnenbHbIM noBbiieHeM APIT. B HekoTopbIxX ciyvasix 1o-
cturanach crabuibHas HopMamm3anust All Ha (poHe MOHOTEpa-
MUY TIIFOKOKOPTUKOMIaMU Ha MPOTSIXKEHUU JJIUTENBHOIO Bpe-
menn — 10 4,5 ner [31].

[pu Tskenom Teyennn AI” MOHOTEepanust MIIOKOKOPTUKOU-
JIOM MOXET He NPUBOJUTS K ajleKBaTHOMY cHIKeHnto AJl, Tpe-
6yeTCﬂ NPUCOCNUHEHNE AHTArOHUCTOB MUHEPAJTOKOPTUKOUI-
HBIX PEleNTOPOB U IPYTHX aHTUTMIIEPTEH3UBHBIX NMPENapaTos,
yarie — 6JI0KaTOpPOB KallbLMEBbIX KaHaMoB [15-17].

B npepcTaBieHHOM cilyyae y Halllero nayueHTa npueM KoM-
OMHMPOBAHHON AHTUTUIEPTEH3UBHOI T€panuK, BKJIIOYast Clu-
POHOJIAKTOH, HE MPUBOJIMJ K CYLIECTBEHHOMY CHUXKeHuto AJl.
[TpucoepuHeHue K Tepanuu ieKcameTa3oHa 00ecneynBao fo-
MOJIHUTENbHOE CHuKeHue AJl, oflHaKO B CBSI3U C HU3KOM MpH-
BEP2KEHHOCTBIO MallMEHTA K NPUEMY JaHHOI'O MperapaTa, KOTO-
PbIil OH HEOTHOKPATHO CaMOCTOSITEIIbHO OTMEHSII, TIOKa3aTeN N
AJl Bo3BpalLiaich K MPEXHEMY BBICOKOMY YPOBHIO. B HacTos-
1iee Bpemsi Ha (poHe BO30OHOBIIEHMSI TpHUEMa JlekcaMeTa30oHa JIo-
CTUTHYTa HOpMaJM3alus oKa3aTeseil KOHISHTPAIUHU allb/lo-
CTEpOHA U KaJMs B ChIBOPOTKE KPOBM, 3HAUNTEIILHO CHU3MJIICS
ypoBeHb AJl, yay4lIMInCh nMokKas3aTenn CyTOYHOTro Mpoguilst
AJl. Kak cBuieTenbCTByeT Hallle HabJrofieHne, jaxke Npu Ji-
TeJibHOM aHamHese Al (B Hawlem ciydae — Gosiee 45 JetT) u npu
HAJIMYMY TMIEPTOHNYECKOTO He(DPOAHIMOCKIIepo3a (110 JAHHBIM
VHTPAONEPAIMOHHON OMONCUM MOYKH) MTATOreHeTHYeCcKas Tepa-
n1sl IGKCaMeTa30HOM CrOCOOHa 3(p(heKTUBHO KOHTPOIMPOBATh
AJl. B aHanoruyHbIX HaOIOJECHUSX JJIMTEIbHOCTh aHaMHe3a
AT 1o Ha3HaueHMs Tepanuy TIIFOKOKOPTUKOMAAMY JOCTUTATIA
0,13-47 net, npu 3TOM y>ke yepe3 2 MeC Tepanuu rIFOKOKOPTH-
Koupiamu locturanack Hopmanuzauust Al [31]. ITonyuyennsie
pe3yabTaThl MOATBEPXK/AIOT BEAYLYI0 MATOMEHETHUYECKYIO
POJIb MIIOKOKOPTUKOU/IOB B 00€CTIEYEHUN TUIIOTEH3MBHOTO 3(h-
dekra y 6ombHbIX cemertnoit (popmoii ['TIA I tuma.

ITo pesynbraTam AMHAMMYECKOrO HAOMIOJEHUs 3a CTPYK-
TYPHBIM COCTOSIHUEM OCTaBUIErOCs JIEBOIO HAAINOYEYHUKA,
yepe3 38 neT nociie yajaeHus MpaBoro HaJNOYeYHNKa C sIBJIe-
HuUsiMU 1M Py3HO-Y3€JKOBOI rMNEpIUIa3uu B JIEBOM HaJIO-
yeyHuke, no fanibiM MCKT Buzyanusupyercs y3noBoe 00-
pa3oBaHue, MPeNoNOXKUTEILHO MUEJIONUIIOMa 6e3 IMHAMUKI
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yBEJIUUEHUs] pa3Mepa IaHHOro 00pa30BaHus Ha MIPOTSIKEHUU
roja HaOIIOICHUS!.

B HayuHO#1 IMTEpATYpe OTCYTCTBYIOT ONMCAHUSI PA3BUTHS
Y3JI0BBIX U3MEHEHUI B HAJIMOYEUHUKAX C TeUEHUEM BPEMEHU
y JaHHO# KaTeropuu 6oabHbIX AL, [JnuTenbHOCTL HabmIO/e-
HUS 32 60nbHBIME ¢ ceMertHoi (popmoit ['TIA I Tuma B onmcsi-
BAEMBbIX CJIyYasiX OrPaHUYMBAETCS HECKOJILKMMU IOflaMu, OLIEH-
Ka COCTOSIHUSI HAAMOYEUHUKOB B AUHAMUKE HE NPEJCTABJICHA.
B03MOHO, B HallleM CJ1y4yae UMeeT MECTO FOPMOHAJILHO He-
akTuBHOEe oOpasoBaHue — muenoyunoma. Cygutrb o ToM,
BJIMSAIOT JIU JIONIOJIHUTEJILHO BbISIBJIEHHbIE MOP(OJIOrMUECKUE
W3MEHEHUs! Ha TeueHue 3a00J1eBaHus B HallleM CJIyyae, CJI0XKHO,
TpebyeTcs fajbHelilee HaOofIeH e .

3akAloueHue

Hawmu Briepsbie B Poccun npejicTaBiex ciyvait peikoil MOHO-
reHHoi1 (hopmbl HU3KOpeHuHoBoro I'TIA, BnepBble Ha NPOTSLKe-
HuM 40 JieT nNpoaHaIn3MpOBaHbl B IMHAMUKE OCOOEHHOCTH Teye-
HMA 3a007eBaHus. Ha npumepe npepicTaBieHHOro HabIIOfIeHUs
MPOJIEMOHCTPUPOBAHO 10 CYTH €CTECTBEHHOE TEUYEHUE CUMITO-
MaTrueckoil Al' Ha hoHe pefikoit MOHOreHHOM (hOpMbI HU3KOPE-
HuHoBoro I'TIA — cemeriHoit ¢popmbl I Tuna. B Haem HaGmrozie-
Hun A" ¢ percrBa nmpuobpena TsKesoe Mporpeccupyolee
TeyeHue. ['unepcekpenus anplocTepoHa cnocoocTBOBaNA CTa-
6ummzaunu AJl Ha BbICOKOM ypoBHe. ATl aileKBaTHO He KOHTPO-
JIMPOBAJIOCH U, TIOCKOJIbKY MALMEHT HEOJHOKPATHO CAMOCTOSI-
TEJIbHO OTMEHSIJT PEKOMEH/IOBaHHY0 aHTUTMIIEPTEH3MBHYO Te-
panuio, TeueHre 3a00J1eBaHNsl OCJIOKHIIOCH Pa3BUTHEM Liepeo-
POBACKYJISIPHBIX U KOPOHAPHBIX cOObITUI. OCOOEHHOCTBIO [aH-
HOT0 HaOJIIO/IEHNS SIBIISIETCS POCIIE KMBAEMast MOJIOXKUTEIbHAS
muHamuka AJl Ha ¢oHe Tepanuu JieKCamMeTa30HOM, UTO MpU
YCJIOBUM COOITIOfIEHNS] PEKOMEH/JOBAHHOTO JUTUTENILHOIO Hempe-
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