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Cokpamnienusi 1 0003HAYEHUS

AIR -
ALPHABET -

AJIAT -
ARIES -

JIMITII -
BENEFIT -

IBC -
MHII -
BREATHE -

BbKK -
BIIC -
CH -
COMBI -

XObJI -
3CT -
KT -
XTI -
EARLY -

DnekTpo-
KapauorpaMmma
APD -

BHY -
NJIAT -
MHO -

B/B -

JDK/X -

NO -

npo — MHO -
PACES -

TIA -
AJIT -

JIAT -

0 -

JIT -

PHIRST -
SJIB -

CJIC (JICC) -
JI3JIA -
JUTII -

PKU -

KIIC -
TIK/K -

Panyiomu3npoBaHHOE HCCIIEI0OBAHNE a3PO30JILHOTO IIpenapara niionpocT
PannomusupoBaHHOe HcciaenoBaHue (apTepuanbHasi JeroyHas TMIIEPTEH3US U
EBporieiickoe uccienoBanue npenapara 0epamnpocr)

acCOLIMMPOBAaHHAS JIETOYHAsl apTepHalbHas TUIEPTEH3US

AmOpuceHTaH npu JIETOYHOMU apTepuaIbHON TUNEPTEH3UH,
PaHIOMH3UPOBAHHOE JIBOIHOE cienoe 1a11e00-KOHTPOJIMPYyEMOe,
MHOT'OLIEHTPOBOE HccliefloBaHNe, 3((HEKTUBHOCTh U3yUEHUS

JledexT MexnpencepIHoi meperopoaxKu

O¢pdextuBHOCT OOCEHTaHA NpU HeonepadenbHBIX (OPMAaX XPOHUUYECKON
TpoMO0IMOOTNYECKOM JIETOYHON TUIEPTEH3UN

[Ipencepnnas 6anaoHHas CENTOTOMMUS

Mo3roBoi HATpUUYPETUUECKHAN TETITU]

PannoMusupoBaHHOE HCCIeIOBAaHUE Tepamuu OOCEHTAaHOM KaK aHTaroHHUCTOM
SHJOTEJIMHA

biiokatops! KaIbLIMEBBIX KAHAJIOB

BpoxaeHHble MOpoOKH cepaua

CeplieuHbIil HHIEKC

KombunupoBanHas Ttepanus OOCEHTAaHOM M  a’PO30JBHBIM  HIIOMPOCTOM
UMOMATUYECKON JIETOUHOM apTepUaIbHON TUIIEPTEH3UU

XpoHuueckasi OOCTpyKTHBHAsI O0IE3HD JIETKUX

3abosieBaHUs COETMHUTENILHON TKaHU

Komnsrorepnast tomorpadus

XpoHuueckasi TpOMO0IMOO0IMYecKas JIeroyHas THIEPTCH3US

UccnenoBanue aHTaroHUcTa SHIOTEIMHA Yy  MAalMEHTOB C  JIETKOM

CUMIITOMATUYECKOM JIETOUHOW apTepHAIIbHON TMIIEPTEH3UEN
OKT

AHTar oHUCTHI PELENTOPOB YHAOTEINHA

Bupyc nmmyHonedunnTa yenoBexa

Nnnonartnueckas ierouHas aprepralibHasi TUIIEPTEH3US
MexayHapoIHOE€ HOPMAIN30BAHHOE OTHOILIEHHE
BnyTtpuseHHO

JIeBBbIit JKemy 104 eK/ K ey I09KN

Oxkcunm a3ora

N-TepMuHaIBHBIA (PparMeHT MPo-MO3TrOBOr0 HATPUIYPETUYECKOTO MENTHIa
HccnenoBanne  kKoMOMHAIMU — 3MONPOCTEHOJA M CUIACHapuia  1pu
apTepUaIbHON JErOYHOM TUIIEPTEH3UU

Jlerounas aprepus

ApTtepuainibHas JIeroyHasi THIEPTeH3U

JlerouHoe apTepuanbHOE JaBJIEHUE

JlerouHas sHIApTEPIKTOMUS

Jlerouynas runepreH3us

JlerouHas apTepuasibHas TUIIEPTEH3US U OTBET Ha TaJanadui
DH10GACOUT JIETOYHON BEHBI

Cocyaucroe 1eroyHoe COnpoTHUBIIEHHE

JlaBieHMs 3aKJIMHUBAHMS B JIETOYHON apTepuu

[laBieHue mpaBoro npeacepaus

PannomMH3npoBaHHOE KOHTPOIUPYEMOE UCTIBITAHHUE
Karerepu3zanus npaBbIX OTAEJIOB cepaLa

I[TpaBslii K eaya109eK/KETYTOUKH
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ToMX -
STEP -

STRIDE -
SUPER -
TAPSE -
T.p.J -

TIIT -
TRIUMPH -

OK BO3 -

Tect 6 MUHYTHOM XOABOBI

[MunotHoe wucneiTanue Oe3omacHOCTH W APGEKTHBHOCTH WHTAJSIIMOHHOT O
WJIONPOCTa B KOMOMHAIIMK C OOCEHTAaHOM IPU OLI€HKE JIETOYHOI apTepranbHON
TUIEPTEH3UU

CuTakceHTaH JyIs HOBBIIIEHUS TOJIEPAHTHOCTH K (PU3MUYECKOM Harpy3ke
[Tpumenenue cunaeHaduIa Mpy JErOYHONW apTePHAIbLHON THIIEPTCH3UH
I1110CKOCTBh CUCTOINYECKOM DKCKYPCUU TPUKYCIUAAIBHOIO KOJIbLIA

TPH pasa B JICHb

TpancnynemonapHol rpaguenT gasienus (cpeanee JJJIA — cpennee JI3JIA)
WHransuuu TpenpocTUHUIA HATpus y OOJBHBIX C TSDKEJIOW JIErOYHOM
apTepuaIbHOU TUIIEPTEH3UEN

OyHKUMOHANBHBIM Kjacc 1O Kilaccupukanuu BceemupHO opranuszanuu
3paBOOXpaHEHUS



IIpeaucioBue

[IpakTyeckoe PyKOBOJACTBO M OKCIEPTHBIE KOHCEHCYCHBIE JTOKYMEHTBHI C
LEIbI0 OKa3aHUs MOMOIIM BpayaM B BBIOOpE ONTHMAIBHON TaKTHKU BEICHHS
TUTIAYHBIX MAIMEHTOB, CTPAJAIONIUX OT JAHHOT'O COCTOSIHUS, C Y4E€TOM BIMSIHUS Ha
KOHEUHbI pe3yibTaT, a TaKXKe COOTHOUICHUS PpHUCK/TIONb3a OMNpeAeTEHHbIX
JUArHOCTUYECKUX WIIM TEPareBTHUECKUX CPEACTB, OOOOUIMIM M OLEHUJIN BCE
UMEIIIHMECS B HACTOSIIEE BpEMs JaHHBIE II0 KOHKPETHOMY BOIIPOCY.
PexomeHanim He MOTyT 3aMeHUTH Y4eOHUKH. FOpuauyecku moapazymeBaeMoe
MOJIO’KEHUE MEIUIIMHCKUX MPAKTHUYECKUX PYKOBOJICTB O0CYXKJIEHO paHee.

B nmocnennue roner EBpornerickum obmiectBom kapauoioroB (ESC), a Takxke
IPYTMMHU OOLIECTBAMU W OpraHu3alUsMH ObUIO BBIMYIIEHO OOJIBIIOE YHCIIO
PAKTUYECKUX PYKOBOJACTB U DKCIIEPTHBIX KOHCEHCYCHBIX JIOKYMEHTOB. B cBsi3H ¢
BIMSIHUEM Ha KIMHUYECKYIO MPAKTUKy M C LENbi0 00ecrneyeHus: Mpo3pauHOCTH
BCEX PEIICHUM I MOJIb30BATeNs, AJIsl pa3pabOTKU pEKOMEHJAIUi ObLITM CO3/JaHbI
KpUTEpUU KadecTBa. PekoMeHpanuu mo pa3paboTKe U BBITYCKY MPAKTUYECKUX
pykoBoAcTB ESC u KoHCEHCYCHBIX 3KCHEPTHBIX JTOKYMEHTOB MOXXHO HAWTH Ha
BeO-caiite ESC (http://www.escardio.org/knowledge/guidelines).

Takum o00Opa3oMm, B3KcmepTel B 3TOM 00JacTH OTOOpaliM H  IPOBEIH
BCECTOPOHHUN  0030p  ONMYOJMKOBAHHBIX JAHHBIX IO  BEACHUIO  W/WIH
IpOPUIAKTUKE TaHHOTO COCTOSIHUSL.

HeonyGnukoBaHHbIE pe3yabTaThl KIMHUYECKUX UCHBITAHUN BO BHUMAaHUE HE
npuHUMaich. [IpoBeeHa KpUTHUTHYECKAs OLEHKAa JAUAarHOCTHYECKUX U
TEpaneBTUUYECKUX MPOLEAYp, BKIKOUAs ONpEeAeeHue COOTHOIIECHUsS PUCK/TOJb3a.
Jnst Oonblumx OOIIECTB, I€ CYHIECTBYIOT TakuWe€ JaHHbIE, BKJIIOYEHA OLEHKa
OKMJAEMBIX KIMHUYECKUX pE3yJIbTaTOB. YPOBEHb JTOCTOBEPHOCTH U CTEINEHb
yOeIMTENbHOCTH PEKOMEHIAINN ONpeeICHHBIX BAPUAHTOB JICUCHUS OLIEHEHBI U
KJ1acCU(ULUPOBAHBI B COOTBETCTBHUH C MPENONPEIEICHHON MIKAION, KaK MOKa3aHo
B Tabnuyax 1 u 2.

OkcnepraMM B THUCbMEHHOW (QopMe TMpeaocTaBieHa BEAOMOCTb BCEX
BO3MOXXHBIX OTHOIIEHHM, KOTOPbIE MOT'YT ObITh BOCHPUHSTHI KaK peajbHbIC WM
MOTEHIUATbHBIE HMCTOYHHUKH KOH(IMKTAa HHTEPEcCOB. OTU (OPMBI PACKPBITHS
uHopmanuu xpansatcs B (aitne European Heart House, mra6-kBaptupe ESC.
JIroObie M3MeHeHus1 KOHGIMKTa UHTEPECOB, BOHUKAIOIIME B MEPUOJI HANMCAHUSA
pEKOMEH A, JOKHBI ObITh AoBeneHbl 10 cBeaenus ESC. Jlokman paboueit
rpynnsl NONydnsl (pUHAHCOBYIO mozjaepkKy co croponbsl ESC u EBponelickoro
pecniupaTopHoro odmectBa (ERS) u Obut pazpaboran 0e3 ydacTusi Kakou-In0o
CITY»XOBbI (OTpacin).

Komurerst ESC 1o paspabotke mnpaktuueckux pykoBojactB (KIIP)
KOHTPOJUPYIOT H KOOPJAMHHUPYIOT TOJATOTOBKY HOBBIX pEKOMEHJAUUWd U
OKCHEPTHBIX ~ KOHCEHCYCHBIX  JOKYMEHTOB,  BBbITycKaeMblx  PabGoumnmu,
KOHCEHCYCHBIMH WJIM SKCHEPTHBIMU rpynnamu. KOMHUTET Takke OTBE4aeT 3a
Opouecc  OJOOpEeHMs]  3THX  NPAKTUYECKUX  PYKOBOACTB,  DKCHEPTHBIX
KOHCEHCYCHBIX JIOKYMEHTOB M 3asBiieHUMH. Kak TOJIbKO TOKYMEHT OKOHYATEIbHO
nopaboTaH M 0J00pEeH BCEMH 3KCIepTaMu, BoueAmnMu B PaGodyio rpymmy, oH

10



MPEICTABIIAETCS

Ha paCcCMOTPCHHUC BHCIONHHM  CIICHUAIIMCTAM. I[OKYMCHT

IIEPpeCMaTpUBACTCA, OKOHYATCIIbHO YTBCPIKAACTCA KIIP u 3atem HY6J'II/IKyeTCH.

Taouuna 1 Knaccugpukaumu pekoMeHaanmni

Kaaccupuxanuu Omnpenenenne
peKOM eH AN
JlokazaTenbCTBO W/MiIM OO0IIEee Ccorjlacue, 4YTO JaHHas
Kace | poIeypa UK JIeYeHUE BHITOIHO, TTOJIE3HO, A (HEKTUBHO.
[IpoTuBOpeUnBLIC JOKA3aTENIbCTBA W/WIIM PA3HOTIACUS BO
Kmacc Il MHEHHUSIX O TMOJe3HOCTU/2(P(HEKTUBHOCTU JTAaHHOTO MeETO/a
JICUCHHUSI WJIH TTPOLICTYPHI.
K1 Bec JI0KA3aTeJIhbCTBO/MHEHUE B MOJIb3Y
acc lla
10J1b3a/2(PhEeKTUBHOCTbD.
CooTtHolieHre  10b33/2(HEKTUBHOCTE  MEHEE  XOpOIIIOo
Knace 11b YCTaHOBIICHO JI0KA3aTEIbHOCTHIO/MHCHHUEM.
JlokazaTeabCTBO WM OOINEE COTjacue, 4TO JAHHBIA METOJ
Kiacce 111 JICUCHUs WM TIpolieypa He mojie3Hbl/He d(PPEeKTUBHBI, a B

HCKOTOPLIX ClIy9adX MOI'YT OBITH BPCIHBI.

PykoBOACTBO 1O JAMArHOCTUKE U JICYCHHUIO JIETOYHOM THUINEPTEH3UU
pa3paborano coBmecTtHoi Paboueit rpynmoit ESC u ERS, nokyment onobpen KITP
ESC n Hayunsim komurerom ERS.

Tabauua 2 YpoBHHU 10CTOBEPHOCTH

VYpoBeHb JlaHHsie, MOJIyYE€HHbIE u3 MHOT'OLIEHTPOBBIX
JOCTOBEPHOCTH | PaHAOMM3UPOBAHHBIX KIIMHUYECKUX UCCIIEIOBAHUN ™ MM METa-
A aHAJIN30B.

VYpoBeHb JlaHHble, TMONY4YEHHBIE M3 OJHOIO0 PAHIOMHU3HPOBAHHOIO
JIOCTOBEPHOCTU | KIIMHUYECKOIO UCCJIEJOBAHMS WIH 00JBIINX
B HEPaHJOMU3UPOBAHHBIX UCCIICTOBAHUM.

VYpoBeHb OO1ee MHEHHE SKCIIEPTOB W/WIM HEOOJBIINE WCCIIEIOBAHUA,
JIOCTOBEPHOCTHU | PETPOCIIEKTUBHBIE UCCIIEAOBAHUS, PEECTPBHI.

C

* MM BBICOKa AJOCTOBCPHOCTL, HWJIH PC3YJIbTAaThI HUCIIBITAHUN B clIy4dac
JAUAarHOCTHYCCKUX TCCTOB NN TaKTHKH JICUCHUM.

[Tocne myOnukamuu, MEPBOCTENCHHOE 3HAYEHHE WMEET pPaclpoCTpaHECHUE
coobmenus. Kapmanusiii hopmMar Bepcuu U nmepcoHaIbHbIA ITUGPOBONA MTOMOIITHUK
(3arpyxaemas PDF Bepcus) mosesHsl sl JiedeOHbIX yupexaeHuil. Hekotopswie
OMPOCHI TIOKa3aJId, YTO TMOTCHIIMAIbHBIC TOJF30BAaTEIM HWHOTJA HE 3HAIOT O
CYIIIECTBOBAHUM TPAKTUYECKUX PYKOBOJACTB, WJIM MPOCTO HE MPUMEHSIOT UX Ha
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npaktuke. Takum 00pa3oMm, peanu3anusi MPOrpaMM Jii HOBBIX MPAKTUYECKUX
PYKOBOJICTB 00pa3yeT Ba)KHBIH KOMIIOHEHT pPAaCHpOCTpaHEeHHs 3HaHUU. Bcerpeun
opranu3oBbiBacMbie ESC, opueHTHpOBaHbl Ha CBOUX 4WICHOB HanuoHaIbHBIX
OOIIECTB W  KIIOYEBBIX JIMJAEPOB OOIIECTBEHHOr0o MHEHUss B  EBpore.
OcyiecTBieHne coOpaHUil MOKET OBITh MPUHATO HA HAIMOHAIHHOM YPOBHE
nociie TOro, Kak MpakTuyeckue pekomenaanuu oynyt ogoOpensl wienamu ESC, u
NEepeBeICHbl Ha HAalMOHAIBHBIA s3bIK. Peammzarusi mporpamMm HeoO0XoauMa,
NOCKOJIbKY ~ OBLIO  TOKa3aHO, YTO CTPOroe COONIOACHHE  KIMHUYECKHX
pPEKOMEHIAIMN MOXKET MOJIOKUTEILHO MOBIMATH HA UCXO/ 3a00JI€BaHMUS.

Takum o00pa3om, 3aaya TOATOTOBKH MPAKTUYECKUX PEKOMEHIAIUNA WA
OxcrnepTHbIX KOHCEHCYCHBIX JOKYMEHTOB OXBAaThIBACT HE TOJILKO HHTETpaIUio
CaMbIX TOCJIEHUX MCCIECOBAHUN, a TaKXKe CO3JaHHe Y4YEOHbIX MOCOOUN u
MporpaMM peaju3alni peKoMeHaalui. B3auMocBi3b MeXIy KIMHUYECKUMU
UCCJIEN0BAaHUAMM, HANMCAHUEM PYKOBOJCTB M MX BHEAPEHUEM B KIMHUYECKYIO
MPAKTUKY MOXKET OBITh 3aBEepIEHA TOJIKO, €CJIM HUCCIAEAOBAHUS W PETUCTPAINH
BBITIOJTHSIIOTCST € TICNIbI0  YOEAWTHhCSA, UYTO peanbHas €KEIHECBHAs MPaKTHUKa
OCYLIECTBIIIETCSL B COOTBETCTBUU C peKOMEHAAUMAMU [[pakTHYECKHX pyKOBOJICTB.
Takue 0030ppl M peecTphl TaKXKE IMO3BOJSIIOT OICHUTH BIUSHUE COOJIOICHUS
MPaKTUYECKUX PYKOBOJCTB Ha Pe3yJbTaThl JIeueHHs malueHToB. lIpaktuueckue
PYKOBOACTBA U PEKOMEHIALIMKU JOHKHBI IOMOYb BpauaM NPUHUMATh PEUICHUS B
CBOEH TMOBCEIHEBHON MPAKTUKE, OJTHAKO, OKOHYATEIbHOE PEIICHUE B OTHOUICHUU
BEJICHUSI MHUBUIYAJIbHOTO MAlUEHTA JOJKHO OBITh MPUHSTO JICYAIIUM BPavuOM.

1. BBeaenune

PykoBOICTBO 1O AUArHOCTUKE W JICUEHHIO Jerounou runeprersuu (JII),
IpeIHa3HAYCHO ISl IPEOCTaBICHUS] MEIUITMHCKOMY COOOIIECTBY OOHOBJICHHOMN
TEOPETUYECKON M MPAKTUUECKOW MH(OPMAIIUU 10 TAKTUKE BEJEHUS MAIMEHTOB C
JII'.  TIoCKONBKY CYIIECTBYET MHOXKECTBO MEIUIMHCKUX CIICUAIIBHOCTEM,
3aHUMAIOLIUXCSI 3TOM TEMOM M HEOOXOAMMBI PA3JIMYHBIE YPOBHU MOHUMAaHUS
pa3IMYHBIMU  BpayaMH, JaHHbIE MPAKTUYECKUE PEKOMEHIAIMNU  JTOJIKHBI
paccMaTpHUBaThCs Kak KOMIIPOMKCC MEXY Pa3HOPOAHBIMU TpeOoBanusiMu. HoBbie
XapaKTEPUCTUKHU ATOr0 JOKyMeHTa [[pakTHYeCKnX pyKOBOJCTB CIIEIYIOIINE:

e CoBmectHas pabouas rpynna ESC u ERS paspaborana 3TH NpUHLHUIIGL.
Kpome Toro, ObUTM BKJIIOYEHBI WICHB MEXIYHAPOAHOTO  OOIIECTBA
TPaHCIUIAHTAllMM CepJlla W JEerkux u EBpomeickoil Accouuanuu JETCKUX
KapJUOJIOT OB.

o JII' sBrsieTcss reMOAMHAMUYECKUM M TATO(PU3UOIOTMUYECKUM COCTOSTHUEM
(Tabruya 3), KOTOpOe MOXKET HAOMIOMATHCS TMPH HECKOIBKHX KIMHUYSCKHX
coctosHusx. [locnennue ObUTH Ki1acCU(UIIMPOBAHBI HA MIECTh KIIMHUYECKUX TPYIIIT
¢ ompenenacHHbIME XapakTepuctukamu [1 - 6] (Tabiuya 4). UToObl BBIICIUTH
3HAQUUMBIE PA3IUYUsl MEXKIY STUMH KIMHUYECKUMH TPyMNIaMHU B MEPBOU YACTH
PYKOBOJICTBA MOJPOOHO OMKCaHAa CpPaBHUTEIbHASI XapaKTEPUCTHKA IaTOJIOTUH,
naTOOMOJIOTUH, TEHETUKH, IMUAEMHUOJIOTUN U (PakTOpoB pucka. bonee merampHbIe
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CBCACHU, CBA3aHHBIC C KJIMHUYECKOU KapTHHOﬁ, AUArHOCTUYICCKUMU IIPU3HAKAMHA
N JICYCHHUCM J1JIA K&)I(I[Oﬁ OTI[GJ]I)HOﬁ I'PpYIIIbI OITMCAHBI BO BTOpOﬁ qacTH.

Taoauna 3 T'emognHaMuvecKue onpeaeaeHust JerouHoi runepTeH3uu”

Omnpenenenne XapakTepucTUKH K/IMHH4YecKHe rpynns’
f;;g;f:;gm (JI0) Cpennee JIAJl > 25 MM pT.CT. Bcee
IIpekanmiusapHas Cpennee JIAJl > 25 mm pr.cT. | 1. Jlerounas
JIT J3JIA < 15 MM pr.cr. apTepualibHas

CB HOPMAaJIbHBIN WJIM | TUTIEPTEH3US
YMEHBIIEH ¢ 3. JIT", pa3BuBIIasics
BCJIE/ICTBHUE 3a00JIEBAHUI
JIETKUX
4. XpoHuueckas
TpombosIMOOIMdeckas JII'
5. JIT' ¢ HesACHBIMU W/WIH
MYJIbTU()AKTOPUATIEHBIMU
MEXaHU3MaMU
IToct — Cpennee JIAIl > 25 mm pr.cT. | 2. JII', cBsA3aHHas ¢
KanwuisipHas JII J3JIA > 15 MM pT.cCT. 3a007€BaHUSIMUA  JIEBBIX
CB HOpMaJIbHBIN WK OTJIEJIOB cepALa
YMEHbIICH
[laccuBHas I'TA <12 mm pT.cT.
PeaktrBHas I['TH > 12 MM pr.cT.
(HecopasmepHasi)

* Bce 3HaYeHMsI M3MEPEHBI B IIOKOE.

® Cormnacho Ta6umuue 4.

¢ Ioesitennsiii CB MOXeT OBITh B CIIy4asX THIICPKHHETHIECKUX COCTOSHH M, TAKAX KaK
CUCTEMHO - JIETOYHbIE WIYHTHl (TOJBKO B MaJlOM Kpyre KpOBOOOpAIIEHHs), aHEMus,
TUPEOTOKCHUKO3 U T.J.

CB - cepneunsiii BeiOpoc ; JIAJl - nerouHoe aprepuaibHoe faBieHue, JII' - nerounas
runieprensusi; [[3JIA — naBieHuwe 3akiuHUBaHWs B JerouyHou aprepuu; ['TJ[ - rpaagueHt
TpaHciyibMoHapHoro nasienus (cpennee JIAJL — cpennee J[3J1A).

e [JoCKOJIBKY y IALIMEHTOB C oxo3penueM Ha JII' mepBocTeneHHoe 3Ha4ueHUE
MMEET JHMAarHOCTHUYECKas TaKTUKa, B paslerne, MOCBIIIEHHOM JIErOYHOU
aprepuanbHoii  runeprenzuu  (JIAI, rpymma 1) mnpeacTtaBieH  HOBBIU
JIUAarHOCTUYECKUN anroput™M. B 3ToM ciydae auarHoctuka TpeOyeT HCKIIIOUEHUs
BCex Apyrux rpymm JII'.

e B cBs3u ¢ Haymuuem crneruduueckoro jedenus JIAL (Tabauyor 4 u 5)
npelcTaBisier coboil Oonee mnoapoOHO omucaHHoe cocTosHue. Ha ocHoBe
nyOJIMKAMKA TOCHEIHUX PaHIOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX HCCIIEIOBAHUM
(PKM) B pa3nuuHbIX reorpa@uueckux pailoHax MPeIoCTaBIEHbl TEKYIIHUA CTaTycC
OIOOpEHUsT W HOBBI QJITOPUTM JICYEHUS] C OOHOBJIEHHBIMU YPOBHSIMU
J0Ka3aTeIbHOCTU M CTENEHAMHM yOeAMTEIbHOCTH peKkoMmMeHaaumid. Takke
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BKJTIOYEHBI KOKPETHBIE CIOCOOBI OLIEHKH TSKECTH COCTOSIHHSI MAIMEHTOB, IIENTU
JeYeHUsT U TaKTUKa JajbHeiliero BeaeHUs. BbigeneHsl crnenuduueckue
0c0O0eHHOCTH paznuuHbIX TUIOB JIAT', BKimtouas neauarpuyeckyro JIATL .

e Jlpyrue yeThipe OCHOBHbIE KiMHHMYeckue rpymmsl JII', T.e. 3Hmodnaedur
nerounoit Bensl (DJIB, rpymma 1°), JII' BcaencTBue 3a00eBaHMA JIEBBIX OT/IEIOB
cepana (rpymnma 2), JII' B cBs3u ¢ 3a0oiieBaHUSIMU JIETKUX (Tpynmna 3), a Takxke
XpOHHYECKass TpoMOosMOomnueckas Jyerognas rumneprensus (XTI, rpymma 4)
OBUTM PAcCMOTPEHBI B HHIWBHUIYaTbHOM TMOPSAIKE, a HEOJHOPOIHBIC W DPEIKHE
¢dopMbl  3a0oieBaHus, BKIOUYeHHbIe B rpymny S5 (Tabmuya 4) B AaHHOM
PYKOBOJICTBE HE OIHCAHHI.

Tadonuna 4 QOOHOBJIeHHasi KJIMHMYECKAas KJaccuPuKanus Jero4HoOu
runepremsun (Dana Point, 2008%)

1. Jlerounas aprepuanbHas runeprensus (JIAI)
1.1 Ungnomatuueckas
1.2 HacnencrBeHHast
1.2.1 PKMB2
122 AIIK 1, »ugornmma (6e3 WM ¢ HACICICTBEHHOW TeMOpparu4eckou
TeJIeaHTUIKTa3HEN )
1.2.3 HeusBecTtHas
1.3 nnyuupoBaHHas rpernamnapamMy WM TOKCUHaMU
1.4 Accounupoannas ¢ (AJIAD')
1.4.1 3aboneBaHUSAMU COEAUHUTEILHON TKAHU
1.4.2 BUY — uadpeknuei
1.4.3 TlopTanbHOii TUTIEpTEH3U I
1.4.4 BpoxaeHHbBIMU MIOPOKAMU cep/ra
1.4.5 Hluctocomozom
1.4.6 XpoHHUYECKOIl reMONUTHYECKON aHEMHEH
1.4.7 Crolikoli JerouyHol runepTeH3uell HOBOPOKIACHHBIX

1’ DH0¢J1e0UT JTeroYHBIX BeH H/UJIH JIETOYHBI KANWLIAPHbIH reMAaHTHOMATO3

2 JleroyHasi runepTeH3Usl BCJIeACTBUE 3200/1eBaHUI1 JIeBBIX OT/1€J10B cepALa
2.1 Cucronuueckast AUCHYHKITUS
2.2 lnactonuveckast TucyHKIIUS
2.3 Knanannast 60J1e3Hb

3 JlerouHnasi runepTeH3usi, 00ycJ0BJeHHAA 32001eBAHUSIMH JIeT KUX U/UJIM THIIOKCUeN

3.1 XpoHuyeckue o0CTpyKTUBHbIE 00JIE3HHU JIETKUX

3.2 UnTepcruninanpHbie 3a00JI€BaHUS JIETKUX

3.3 Jlpyrue yierounsle 3a00JI€BaHUs CO CMEIIAHHBIMU PECTPUKTUBHBIMU M OOCTPYKTUBHBIMU
TUIIAMU

3.4 Hapymienue qpixaHusi BO CHE

3.5 Hapyenus anbBeoNsIpHON THIIOBEHTUIISIITUN

3.6 XpoHnudeckoe 00JydeHUE BHICOKUMU J103aMU

3.7 Ilopoku pa3BuUTHS

4 Xponuueckass TPoM003MO0IHYeCKAs Jer04YHAasi TMIePTEeH3usl

5 JIT" ¢ HeM3BeCTHBIMYU M/WJIN MYJbTH(PAKTOPHAIbHBIMI MEXaHU3MAMHU
5.1 T'emaTonornyeckue HapyIeHUs: MUEION PO epaTUBHbBIC HAPYILIEHUS, CTITIEHIKTOM Usl
5.2 CucremHble 3a00J€BaHUS: CApKOWUI03, JIETOYHBIA TpaHyJIeMaTo3 W3 KIETOK
Jlanrepranca, nuMpaHTrroIeioMuoMaTo3, HeMpoPpuOPOMH03, BACKYIHUT
5.3 Merabonmmyeckue paccTpoicTBa: TJMKOreHo3, Oosesnp lome, 3abosneBaHus
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IMIMTOBUIHOM JKee3bl
5.4 Nlpyrue: TymopaibHble OOCTPYKIHH, (UOPO3UPYIOMUN METUACTUHHUT, XpPOHUYECKas
MoYeyHas HeJJOCTATOYHOCTh Ha IHAJIN3E

AIIK-1 — reH akTUBHH-peLeNTOPOrIogo0HOM KuHa3bl-1 Tumna; AJIADT — accoruupoBaHHas
nerouHas aprepuainbHas runeprensus; KMIIP 2 — kocTHbll MOp@oOreHeTHuecKuil MpoTEenHOBBIN
penentop — 2 tuna; BUY - Bupyc ummyHnoneduiuta yenoreka; JIAIT — nerounas aprepuanpHas
TUIIEPTEH3HSL.

2. OnpenesieHue

JII' ompenernseTcss Kak TMOBBIIMIEHUE CPEIHETO JIETOYHOIO apTEPUATIBLHOTO
nasnenus (Cp. JIAT') > 25 MM pT.CT. B MOKOE MO pe3ybTaTaM KaTeTepH3allMH
npaBbix otaeiaoB cepaua (KIIC) (Tabauyer 3 u 5) [7,8]. Dta BenuuuHa
ucnomb3yeTcs g oroopa naueHToB Bo Bcex PKU u peectpax JIAI. Ilocnennnii
MEePECMOTP UMEIOIIUXCS JaHHBIX MMOKa3all, YTo HopMalibHOe cpennee JIAJL B mokoe
14 + 3 MM pT. CT. ¢ BEpXHUM HOpPMaIbHBIM TpenesoMm =~ 20 mMm pT. cT. [9, 10].
3nauenue cpeanero JIAJ] mexnay 21 u 24 MM pT.cT. OcTaeTcsi HesiICHbIM. [lanueHTs
c JIAJl B oTux mpemenax HYXKIAIOTCAd B JalbHEUNIEM OOCIEIOBAaHUHU B
AIUIEMHUOJIOTHYECKUX UCCIEA0BAHUAX.

Taoauua S Baxkuble onpeaeseHust

e Jlerounas runeprensus (JII)) — 3To remMomMHaMHYeCcKOe W IMAaTO()HU3UOIOrHYECKOE
COCTOSIHME, ONPEENIIEMOE KaK YBEIIMUEHUE CPETHETrO JIETOUHOI 0 apTEPHaIbHOIO AABJICHUS
(JIAT) > 25 MM pT.CT. B IOKO€, MOJIyUEHHOE IIPU KaTeTepU3ally MPaBbIX OTIEJIOB cepiaLa
(Tabmuma 3). JII' MOKHO OOHAPYKHUTh TPH HECKOJBKUX KIMHHYECKHUX COCTOSHHSIX
(Tabmuiia 4).

e Ompenenenue JII' mpu nHarpy3ke kak cpennee JIAJl > 30 MM pT.cT., IOTy4YeHHOE NIpU
KaTeTepu3allud TMpaBbIX OTIENOB CepAlla, He MOATBEpXkKAaeTcsd OnyOIMKOBAaHHBIMU
JTAaHHBIMU.

e Jlerounas aprepuanbHas runeprensus (JIAI, rpynmma 1) sBisieTcss KIMHUYECKUM
COCTOSIHMEM, KOTOpOE XapakTepu3yercs: HaimuueMm npen-kanwupsipaod JIIT (Tabmuma 3)
IIpU OTCYTCTBUM JAPYIMX INpUYMH mpen-kanwiusipHon JII, rtakmx xak JII, BcaeacrBue
3a00NeBaHUN JIETKUX, XPOHMYECKUX TpomOosmbommueckux JII' uim apyrux peakux
3aboneBanuii (Tabnuma 4). JIAI' Bkirouaet B ce0s1 pa3muvHbie POPMBI, KOTOPBIE pa3IestOT
TaKyl0 JK€ KIMHUYECKYI0 KapTHMHY M MPAaKTUYECKH UACHTUYHBIE IaTOJIOTMYECKUE
M3MEHEHHS B JIerouHoi Mukporupkyisinuu (Tabnuna 4).

Onpenenenne JII' mpum Harpyske > 30 wmm pr.ct. npu KIIC He
MOATBEPKAACTCS ONyOJMKOBAHHBIMHM JAaHHBIMM, a noka3atenu JIAJl y 310poBbIX
JTFOJIEH MOTYT JOCTUTaTh 3HAYMTEIBHO Oosiee BbICOKMX 3HaueHui [9, 11]. Takum
obpa3oM, B Hacrosuiee BpeMs onepenenenue JII' npu narpyske no nanaeiM KIIC
HE MOXET OBITh MPEAOCTABIICHO.

[Io maHHBIM pa3IMYHBIX COYETAHUN 3HAYEHUN [1aBJIICHHS 3aKIIMHUBAaHUSA B
nerounoit aprepun (CJ3JIA), nerounoro cocyaucrtoro conporusierus: (JICC) u
cepacunoro BbiOpoca (CB) pasnmuunble remMoauHamMudeckue omnpeaeneHus JII
nokasanbl B Tabauye 3. Tlpexamumisipuas JII' BkiTtouaeT KIMHAYECKUE TPYIIHI 1,
3,4 u 5, B TO BpeMd Kak noctkanwuisipHas JII' BKIrOYaeT KIMHUYECKYIO TPYIITy 2
(Tabruya 4) [12]. OcobeHHOCTH KaxI0i Tpynmbl OyayT OOCYXKICHBI B
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KOHKPCTHBIX pa3aciiax.

3. Kinunn4eckasi kiaccupurkanms Jero4Hoil runepreH3um

Knunnueckas xnaccudukauus JII' nperepnena psii U3BMEHEHUH, TMOCKOJIbKY
nepeass Bepcusi Oblia mpemiokeHa B 1973 r. Ha nepBoil MeXIyHApPOIHOM
KOH()EpEeHIIMU MO MEPBUYHOM JIErOYHOW rumnepreH3uu M ogoOpeHa BcemupHoit
opranu3anuer 3mpaBooxpanenus [7]. ITlpenmbimyinas BepcHsl TPaKTHYECKOTO
pykoBogactBa ESC-JIAI' mpencraBnsiia TNpuHATYIO B DBuaHe-Benernun
KJ1accuUKaINIO, PEAJIOKEHHYIO B X0/I€ BTOPOTo U TpeTbero copemanus BO3 no
JIAT' B 1998 u 2003 romax, coorBerctBeHHO [13]. B »Tmx kimaccubukaimsax
KIIMHUYeckue coctosiHug c¢ JIIT pensiTcs Ha MOATh Tpynn B COOTBETCTBUU C
NaTOJIOTUYECKUMH, NaTOPU3NOIOTrMUECKUMHU u TeparneBTHYECKUMU
xapakrepuctukamu. Hecmotps Ha conoctaBumo Bbicokue 3Hauenust JIAJ u JICC B
pa3IMYHbIX KIMHUYECKHX TPYIINax, OCHOBHbIE MEXaHHU3MbI, IUArHOCTUYECKUE
ITO/IXO0/1bI, TPOTHOCTHYECKUE U TEPANIEBTUUECKHUE aCIEKThl COBEPLIEHHO pa3Hbie. B
xoze yerBeproro BeemupHoro cumnosnyma o JII', cocrosBmerocs B 2008 rony B
Dana Point, KanmudopHusi, JOCTHKEHHE KOHCEHCYCa DKCIEPTOB BO BCEM MHUPE
3aKIJII0YaIOCh B MOJJEpXKaHUK o0med ¢unocopun u pa3paboTaHHON B DBUaHE-
Benenun knaccuukanuu, a TakkKe C y4E€TOM HOBOM HH(poOpManum ©u A
YJIy4ILIEHUS ICHOCTH BHECEHHE U3MEHEHUI B HEKOTOPbIE KOHKPETHBIE BOIPOCHI.

HoBas ximHMYeckast knaccudukanus (mpuHsTas Ha BcTpeue B Dana Point)
nokazana B Tabnuye 4 [1]. C uenpto u30eKaHUS BO3MOXKHOH ITyTaHWIIBI B
tepmuHax JII' u JIAI', koHKpeTHBIe ompeaeneHus BKIOYEHBI B Tabauyy 5.
N3MeHeHsT KIMHUYECKOM KiIacCH(PUKALMK 10 CPAaBHEHHIO C Mpeablaylien
BEPCHEN 3aKIIFOYAIOTCS B CIIEAYIOLIEM:

o rpynmna 1, JIAT (Tabruya 4, 6 u 7): tepmun cemeiinoi JIAI" Obu1 3amMeHeH
Ha HacneacTBeHHYO JIAD, mMOCKONMBKY oOmpeneneHHble MyTallUd TeHa ObUn
BBISIBJICHBI B CIIOPAJIMYECKUX cllydasx 0e3 ceMelHoro anamHesa. HacnencrBeHHbie
dopmbl JIAT' BKIIIOYAIOT KIMHUYECKYIO CIOpaAUYEcKyr0 uauonatuyeckyro JIAT
(WIAT) ¢ nonoBeiMH MyTanusiMH (B OCHOBHOM KOCTHBIH MOpP(OreHeTHYeCKHit
IPOTEUHOBBINA PELIENTOP I'eHa 2, a TAaK)Ke reHa aKTUBUH PEeLeNTOPIOI00HBIX KMHA3
tumna-1 WM TeHa JHAOIVIMHA) W KIWHUYECKHE CEeMEWHbIe ciaydanm 0e3 Wil ¢
Olpe/ieJICHHBIMUA IMOJIOBBIMH ~ MyTamusimu  [14, 15]. Drta HoBas Kareropus
HacnenctBeHHON JIADT He TpeOyeT reHeTUYecKOro TECTUPOBAHUS y MAIMEHTOB C
WIIAI' nmm npm cimywasax cemeriHon JIAI, motroMy 4TO 3TO HE NpPHUBEAET K
M3MEHEHUIO KJIMHU4YecKoro BeneHus. Kiaccudukanus BpOXKIEHHBIX IMOPOKOB
cepana (BIIC), Be3piBatomux JIAI' oOHOBNIEHA U Teneph BKIOYAET KIMHUYECKUE
(Tabauya 6) wm anatomo-marodusnonorndeckue Bepcuu (Tabauya 7) B TEIAX
Ooiee YETKOrO  ONpPENCNICHHWs KaXIOro KOHKpeTHoro manuenra  [16].
AccouuunpoBannbsie JIAI' (AJIATY, Tabauya 4) BKIIOYAIOT COCTOSIHHS, KOTOPBIE
MOT'YT UMETh CXOJHbIE KIIMHUYECKHUE MPEJICTABIICHHUS, KOTOpbIEe HAOII0IaIUCh MTPU
WIIAT' ¢ uA€HTUYHBIMHA THCTOJIOIMYECKUMHU Pe3yIbTaTaMHU, B TOM YUCIIE Pa3BUTHE
iekcuopmMHubIX mopaxenuit [13]. B crernuanu3upoBaHHBIX LEHTPAaX Ha JOJIO
AJIAT' mpuxomuTcsi TPUMEPHO TMOJNOBHHA Bcex mnamuentoB ¢ JIAL [3].
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[uctocomo3 Obl1 BkiIO4eH B yuciao ¢GopMm AJIAIT mockoyibKy mocieaHue
NyOJIMKallMM TIOKa3ajiM, 4TO MalueHThl ¢ mucrocoMo3oM u JIAIT moryr nmersb
OIpe/IeNICHHbIE ClIeNU(PUUECKUE KIMHUYECKUE U MATOJIOTMYECKUE XaPAKTEPUCTUKH
[17]. Mexanm3am JIAIT y OOJNBHBIX ¢  IIHCTOCOMO30M,  BEPOSTHO,
MHOTO(AKTOPHAIBHBII Y  BKJIIOYAET MOPTAJbHYI0 TUIEPTEH3HMIO, YacTble
OCJIO)KHEHHSI 3TOr0o 3a00JIEBaHMS, MECTHOE COCYIUCTOE BOCMAJIICHHUE, BBI3BAHHOE
AWllaMd  IIUCTOCOM. XPOHWYECKass TEeMOJIUTUYECKass aHeMHs, Takas Kak
CeproBUIHO-KJIeTouHas aHemus [18], Tamaccemusi, HacIeICTBEHHBINH CHEPOITUTO3,
CTOMAaTOLIUTO3 W MHKPOAHTHOMATHYECKAs TEMOJUTHYECKAass aHEeMHS MOTYT
npuBectd K JIAT m Brkmouenst B ¢opmbl AJIAT. Mexanusm JIAIT npu
XPOHUYECKOM T€MOJIM3€ CBSA3aH C BBICOKUM YPOBHEM IMOTPEOJICHUS OKHUCH a30Ta
(NO), BenymuM K COCTOSIHUIO CONPOTUBIICHUS K Ouonorndeckoi aktuBHoct NO.
IIppy XpOHMYECKOM TIE€MOJUTUYECKOM aHEMMM LMKIMYECKUHM TyaHO3UH -
MoHO(DOC(hAT TIIaKUX MBIIIL - MOIIHBIA Ba30UIaTaTOP/aHTUIIPOIU(EPATUBHBIN
nocpeHuK u BTopoit Mmeccerpkep NO He geiictByer [19].

Taoumua 6 Kiuunnnuyeckasi kiaccu(pukanus BPOXKIACHHBIX, CHCTEMHO-
JIETOYHBIX HIYHTOB, CBA3AHHBIX C JIErOYHON apTePHAIbHON r'HIepTeH3uen
A. Cunnpom AlizeHMeEHrepa
Cungpom AW3eHMEHTepa BKIIOYAET BCE CHUCTEMHO — JIETOYHBIC IIYHTBHI,

oOpa3oBaBIlIMeCs B pe3ylibTare OONBIINX J€(PEKTOB, CIOCOOCTBYIOIIUX
3HaunuTeabHOMY mnoBbilieHH0 JICC U mpUBOIAIIMX K OOpaTHBIM (JIETOYHO-
CHUCTEMHBIM) WJIM JIBYHAIPaBICHHBIM IIyHTaM. [IpUCYTCTBYIOT ITMaHO3,
HPUTPOIIMTO3 U BOBJICYECHUE HECKOJIHLKUX OPTaHOB.

B. Jlerounas aprepuainbHasi TUIEPTEH3US, CBA3aHHAs C CHUCTEMHO-JIETOUHBIMU

IITYHTaMH1

VY 311X O0NbHBIX ¢ yMepeHHbIMU U Oonbumu nedexkramu JICC yBenmuuBaeTcs
OT JITKOW JI0 YMEpPEHHOW CTETNEeHH; B OCHOBHOM COXPAHSIOTCS CHUCTEMHO-
JIETOYHbBIE ITYHTHI ¥ B TTOKOE 1IMAHO3 OTCYTCTBYET.

C. JlerouHas apTepuaibHasi TUIIEPTEH3Hs ¢ HEOOIbIIMMU aedexTamu *

B cnydae ¢ neGompmumu nedexramu (0OBIUHO Ne(EKThl MEAOKETYTOUYKOBOI
neperopoakd < 1 cM u medexTbl MEXIpPeACepAHON MEPEroponku < 2 cM
apdexkTuBHOrO  AMAMETpa,  OMPEICNICHHOI0 IO  3XoKapauorpadumu)
KJIMHUYECKasl KapTUHA OYEHbB MOX0Ka Ha uanonatuyeckyro JIAT.

J.  Jlerounas aprepuanpHas THUIEPTEH3Us  NOCIE  KOPPEKTUPYIOLIEH

KapAMOJIOTUYECKON onepaluu

B sTux ciydasx BpoKJIeHHBIE MOPOKH cepjia CKoppekTupoBanbl, HO JIAT 6o
enie MPUCYTCTBYET cpa3dy IMoclie oOlepaluu, JU00 TMOBTOpPSIETCS Yepes
HECKOJIBKO MECAIIEB WJIM JIET MOCJe Olepaluy MpU OTCYTCTBUU 3HAYMMBIX
MOCIICOTIEPAIIMOHHBIX ~ OCTATOYHBIX  TMOBPEKIECHUM WM  BPOXKICHHBIX
ne(dEeKTOB, KOTOpbIe BO3HUKAIOT KaK OCJOKHEHHE Ha MPEeAbIIYIIYIO
OMEPaLHNIO.

a PasMep MPUMCHACTCS K B3POCJIbIM INALIUCHTaM.

JIAI' — nerounas aprepuanbHass rumneprensus; JICC — jerodHoe cocyaucToe
COIIPOTUBJICHHE.
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o [pynmy 1° 3JIB W JEroyHblX KamWUIBSIPHBIX T'€MaHTMOMATO3HBIX
HapyluieHUu#, MO-MPEeXHEMY, TPYAHO KJIACCU(PUIIMPOBATH, IOCKOJIBKY OHHU
paznemsitor ¢ MJIAIT HekoTOpble XapaKTEpUCTHUKH, HO W JEMOHCTPUPYIOT P
ornnyuil. C y4eToOM MMEIOIIUXCS JAHHBIX PEUIEHO, YTO 3TH COCTOSIHUS JOJDKHBI
OBITh OTAENBHBIMU KAaTErOpUsMH, HO HE IMOJHOCThIO oTraeneHbl oT JIAL u
OIpeieIeHbl B KaYeCTBE KIIMHUYECKOW rpynmbl 1°.

e ['pynma 2, JII', acconuupoBaHHas C IMaTOJIOTHEH JIEBBIX OTIICJIOB Cep/ra, U
rpynna 3, JII' BcnencTBue 3a00eBaHUM JIETKMX U THIIOKCHHU TaK)Ke CYIIECTBEHHO
HE U3MEHUJIACK.

o [pynnma 4, XTJII': NOCKOJIBKY 4YETKUX KpHUTEpUEB Ui pa3ielieHUs
IPOKCUMAJIbHBIX OOCTpYKTUBHBIX mopaxenuil npu XTJII' or aucranbHBIX HE
CYIIECTBYET, ObUIO pEIIEHO COXPAaHWUTh TOJNbKO oAHY kaTteroputo XTJII' 6e3
MOTIBITKY MTPOBECTH Pa3INuUe MEXAY MPOKCUMAIBHON U TUCTANBHON (OpMaMHu.

Taoaunma 7 AHaATOMO-IATO(PU3HOIOTHYECKAS KIacCuPUKALMS BPOKICHHBIX
CHCTEMHO-JIETOYHBIX IIYHTOB, CBSI3aHHBIX C€ JIETOYHOHl  apTepUAIbLHOM
runeprensuen (moauduuuposano B Benenuu, 2003)

1 Tun
1.1 IIpocThlie Npea-TpUKyCNHAAIbHbIE IIYHTbI
1.1.1 Jdedext mexmnpeacepanon nmeperopoaku (JAMIIIT)
1.1.1.1 BropuuHoe ycThe
1.1.1.2 BeHO3HBIN CUHYC
1.1.1.3 IlepBruuHOE yCTBE
1.1.2 TlomHOe WM YacTUYHOE HEOOCTYPKTHBHOE HAPYIICHHE BEHO3HOTO
JIETOYHOI'0 BO3BpaTa
1.2. IIpocThie MOCT-TPUKYCHUAIbHbIE ITIYHTBI
1.2.1 dedext mexokenynoukoBoit neperopoaku (JAM¥KIT)
1.2.2 OTKpBITBII a0pTaIBHBINA IPOTOK
1.3 KomOuHMpOBaHHbIE IIYHTBI
Onucanne KOMOMHAIMU U OTIpeeIIEHNE peodiajatoniero aepexra
1.4 KoMniekcHbIe BPOKICHHbIE IOPOKHU CepAna
1.4.1 [onHelii nedexT aTpUOBEHTPUKYISPHON MEPETOPOIKU
1.4.2 AprepuanbHblii CTBOJ
1.4.3 ®Owusnonorus €IUHOTO >KEIyJouka C HEOOCTPYKTUBHBIM JIETOYHBIM
MOTOKOM KPOBU
1.4.4 Tpancnosuruss MaructpanbHbix apTepuit ¢ JIMXKII (6e3 merounoro
CTEHO3a) /WU OTKPBITHIM apTepHaIbHBIM TPOTOKOM
1.4.5 Ipyrue
2 Pa3mep (eciu MpUCYTCTBYET Oojiee 4eM OJIUH BPOXKICHHBIA IMOPOK cepiia, TO
HE0OXOAUMO yKa3aTh pa3Mep Kaxaoro aedexra)
2.1 Temoaunamuueckue (ykasars Qp/QS)*
2.1.1 PectpuktuBHbIe (TpaIMEHT AABJICHUS Yepe3 AePeKT)
2.1.2 HepecTpUKTUBHbIE
2.2 Anatomuueckue °
2.2.1 Ot nerkux no ymepeHHsix (JMIIIT < 2,0 cm u IMXKII < 1,0 cm)
2.2.2 bonsmue (JAMIIII > 2,0 cm u AMXKII > 1,0 cm)
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3 HampaBieHue myHTa
3.1TIpenmyIiecTBEHHO CHCTEMHO-JIETOYHBI
3.2 TIpeuMyIecTBEHHO JISTOYHO — CUCTEMHBIN
3.3 JIByHampaBIeHHBINA
4 AccolluMpoBaHHbIE KapauoJI0TH4ecKmne U IKCTPAKAPANOJIOTHYECKHE
HApYUICHHUS
5 Craryc BOCCTAHOBJIEHUS
5.1HeonepabenbHbIi
5.21lannuatuBHbl  [yka3zaTh Tun omnepauuu(ii), BO3pacT NpPH MPOBEACHUU
ornepanum|
5.3BoccraHoBuTeNnbHBIA [yKa3aTh TUN omepanuu(ii), BO3pacT MpHU TPOBEACHUU
onepanuu]|
* Coornomenue nerounoro (Qp) k cucremuomy (QS) KpOBOTOKY.
° Pasmep npuMeHsieTCs K B3POCIBIM TALHEHTAM.
JMIIIT - nedexr wmexnpenacepanoi mneperopoaku; JAMIXKIT - nmedekr
MEKKETYJOUKOBOM NIEPETOPOJIKH.

e ['pynma 5, JII' ¢ HEACHBIMM W/WIIH MYJIbTU(DAKTOPHATBLHBIMUA MEXaHU3MaMH .
ATa Tpylma BKIOYAET HAOOp TreTeporeHHbIX 3a00JeBaHUSI C HEOIpPENeJICHHBIMU
MMaTOr€HETUYECKUMU MEXaHU3MaMH, BEIYIIUMU K JIT, BKJTIOYAst
reMaToJOTUYECKUE, CUCTEMHBIE, META0OIMYECKUE U APYTHUE peAKHEe 3a00IeBaHU.

4. IlaToJiorus Jier0o4HOM runepTeH3uu

Pazimuunblie matonorunyeckue [20, 21] nmpusHaku XapaKTepU3YIOT pa3IHudHbIC
KJIMHUYeckue rpynmsl JIT'.

e rpynna 1, JIAI': maromoruueckue moOpakeHUss OCOOCHHO BIMAIOT Ha
auctanbHbie Jierounbie aprepun (< 500 pum B muamerpe). OHU XapakTepu-
TEPU3YIOTCS MEAUATBHOU TUNEpTpodrel, MHTUMAIbHBIMU MPOJIU(EPaTUBHBIMU U
¢bubpo3HBIMU M3MEHEHUSIMU (KOHIIEHTpHUYECKHUE, AKCLEHTPUYECKUE),
aJBEHTUIMAJIbHBIM  YTOJIIEHHEM C  YMEPEHHbIMM  MEPUBACKYISIPHBIMU
BOCHAIUTENbHBIMU  MH(QUIBTPATAMH, CJIOXKHBIMU (CeTyaTble, PpPaCUIMPEHHbIE
MOBPEXKICHUS) U TPOMOOTUYECKUMU MOPaXKEHUSIMU. JIerouHbIe BEHbI KJIACCUYECKU
HE 3aTPOHYTHI.

e ['pynma 1’ rmaBHbIM 00pa3om cocTout u3 DJIB, KOTOPHIM BKIIIOUAET B ceOs
NEepPEeropo0YHbIE BEHBI U MPEANEPEropoJOUHbIE BEHYIbI (BCEr/ia BOBIEKAIOTCS) C
OKKJIFO3UPOBAHHBIMU (PUOPO3HBIMHU TOPAKEHUSMH, BEHO3HOM MYCKYISIpU3alue,
yacToOW KanmwuispHoW nposmdepanueii  (HeOTHOPOIHOCTh), OTEKOM JICTKHX,
OKKYJIbTHBIMH aJTbBEOJISIPHBIMUA KPOBOU3IUSHUSIMU, JTUM(PATHUECKON AMaTanuen
U pacHIMpeHueM JuM@aTHYecKuX y3JIoB (COCYAUCThIE TpaHCHOpMaALlUU CUHYCA) U
BOCHAIUTENLHBIMU UHPWIbTpaTaMu. J{UCTambHbIE JIETOUYHBIC apTepUU CTPATAIOT
OT MeauanbHOW Tuneprpoduu, ¢GuOpo3a WHTUMBI, a TAKXKE PEIKUX CIOXKHBIX
MOPaXKEHUM.

e rpymmna 2, JII', accoumupoBaHHas C 3a00JEBaHHMSIMH JIEBBIX OTICIIOB
ceplla: TMaTOJOrMYECKMe W3MEHEHUs B JTOM TIpynmne XapaKTepu3ylTCs
pacCHIMPEHHBIMU M YTOJIIEHHBIMU JIETOYHBIMU BEHAMU, JIWJIATAllME€l JErOYHBIX
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KalWUISIPOB, WHTEPCTHLMAIBHBIM OTEKOM, aJIbBEOJSIPHBIM KPOBOUBIUSHUEM,
paciupeHreM JUM(paTHYECKUX COCYAOB U JUM(ATHUYECKUX y3710B. JlUcTaabHbIE
JIETOYHbIE apTepUU MOTYT OBITh 3aTPOHYTHI runeprpopuerd meau u (Guodpo3oM
UHTHUMBI.

e [pynmma 3, JII' B cBA3u C 3a00JIEBaHUSIMU JIETKUX M/WIU THIOKCHEH:
NATOJOTMYECKHE HW3MEHEHUs B OTHUX CIydasX BKIOYAKT MEIHAIBHYIO
rUNepTpoPUI0 U MHTUMAIBHYIO OOCTPYKTHMBHYIO MPOIM(PEpALUI0 JAUCTAIBHBIX
aerouHblx aprepuil. Takxke MokeT ObITh BapuaOelibHasg CTENEHb AECTPYKLUU
COCYAHCTOTO pyciia B 9M(pU3eMaTO3HBIX WK (PUOPO3HBIX ydacTKax.

e I'pynna 4, XTJIAI: mnaronoruyeckue NOPAKECHUS XapaKTEPU3YIOTCS
OpPraHM30BaHHBIMM  TPOMOAMH, IUIOTHO NPUKPEIUICHHBIMU K  JIETOYHOMY
apTepUaJIbHOMY MEIUAILHOMY CJIOH0 B 3JACTUYHBIX JIETOYHBIX APTEPUSAX, BMECTO
HOpMaJbHON UHTUMBL. OHU MOTYT MOJHOCTBIO 3aKPBITh MPOCBET WM 00pa30BaTh
pa3inyHbIC CTEICHW CTeHO3a, ceTh W Tsoku [22]. WuTepecHo, 4Yro B He-
OKKJIFO3UPOBAHHBIX 00JAacCTAX MOIYT pa3BHBaThCsl Heorauuumbie or JIAT
JIETOYHBIC apTepuonaTHu (B TOM 4YHCIE IUICKCH(POpPMHBIC mopakeHus) [23].
KomnarepanpHble  cocyibl W3  CHUCTEMHOTO  KpOBOTOKa  (OpOHXHMAJbHBIX,
KOCTAJIbHBIX, JAHA(parMaJbHbIX W KOPOHAPHBIX apTEepUil) MOTYT BBIPACTH 0
penepdy3uu, Mo KpailHeW Mepe, YaCTUYHO B 00JIACTH JUCTaJIbHEE IOJIHBIX
IIPEIATCTBUM.

e ['pymnma 5, JII' ¢ HEACHBIMU W/WIIM MYJIbTU(PAKTOPUATILHBIMU MEXaHU3MaMU:
3Ta Ipylia BKJIIOYAET F€TEPOreHHbIE COCTOSHHUS C PA3JINYHBIMU [1ATOJIOIMYECKUMHU
OpU3HAKAMU, IPU KOTOPBIX STUOJIOTHUS HESICHA UM MHOTO(aKTOpHa.

5. IlaToOuoJ10TMsl JIerOYHOM runepTeH3un

Pasznuunbie maroOuonormueckue mpusHaku [24 - 26] xapakrepusyror
pa3MuHble KIIMHUYecKue rpynmsl JII'

e ['pynma 1, JIAI: TOYHBIE TIPOLIECCHI, KOTOPbIE HMHULHUHPYIOT
MaToJOrMueckue M3MeHeHus, Hadmomaemble npu JIAI 10 cux mop HEW3BECTHBI
gaxxe ecnu  obwenpusHaHo, uto JIAIT wumeer MynbTHU(AKTOPUANBHYIO
naToOMOJIOTHIO, KOTOpas BKIIIOYAET Ppa3JIMYHble OMOXMMUYECKHE MYTH W THUIIbI
kieTok. YBenanuenue JICC cBs3aHO ¢ pa3iaMYHBIMA MEXaHU3MaMH, B TOM YHCIE
Ba30KOHCTPUKLIMEH, MpOoIU(PEepaTUBHOM ¢ OOCTPYKTUBHOM PEKOHCTPYKIIMEH
JIETOYHOM CTEHKH, BOCMAJIEHHEM U TpoMOo3oM. Upe3MepHasi Ba30KOHCTPUKIUSA
CBSi3aHA C HapyleHHeM (QYHKIUU WM SKCIpeccHed KaldMeBbIX KaHAJIOB B
IJIQAKOMBIIIEYHBIX KJIETKaX U dHJAOTEIMATbHOW NUChYHKUIMEH. DHIOTeIralbHas
TUCYHKIUSA  MPUBOAUT K  XPOHUYECKH  HAPYIIEHHOMY  IPOU3BOJCTBY
COCY/IOPaCHIMPSIONIMX M AHTUIPOJU(EpPAaTUBHBIX BEUIECTB, Takux Kak NO wu
IPOCTALMKIINH, HApAAy C  THUIEPIKCIOPECCHEN  COCYNOCYKUBAKOIIUX U
npoaudepaTUBHBIX BEIIECTB TaKUX Kak TpoMOOKCaH A, H JHIOTeNuH-1.
CHmwxkenue B IUIa3M€  KpPOBM  JPYTUX  COCYAOPACIIMPSIOIIUX U
aHTUTIPOIU(EPATUBHBIX BEIIECTB, TAKUX KaK BA30aKTUBHBIA HHTECTHHAIbHBIN
MEeNTH]T TaK)Ke ObLJIO TPOJAEMOHCTPpUPOBaHO y nanueHToB ¢ JIAI'. MHorue u3 3tux
HapylIEHU! TIOBBIIIAIOT TOHYC COCYIOB M CIIOCOOCTBYIOT COCYIUCTOMY
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PEMOJIETMPOBAHUIO MOCPEACTBOM  MPOJM(PEPATUBHBIX HU3MEHEHUM, KOTOpbIE
COCTOSIT M3 HECKOJIBKUX THUIIOB KJETOK, B TOM YHUCIE OHHIOTECIUAIBHBIX U
[NIAJKOMBIIIEYHbIX, a Takke (ubpodnactoB. Kpome ToOro, B aABEHTULUHU
OTMEYaeTcs IOBBIIICHHAs] BbIPa0OTKa BHEKJIETOYHOIO MaTpUKCa, BKJIOYAs
KOJUIareH, 3JIaCTHH, (UOPOHEKTMH M TEHAacUuH. BocnanurenbHble KIETKH U
TPOMOOILIUTHI (4epe3 CEPOTOHUHOBBIN MYTh), TAKKE MOTYT UTPaTh BAXKHYIO POJIb B
JIAT. TIporpombOoTHYECKHE U3MEHEHHUS MPOJAEMOHCTUPOBAHbI y 00bHBIX ¢ JIAT,
Opu 3TOM TpPOMOBI TPUCYTCTBYIOT B OOOMX BHAAX apTEepui, Kak MaJlbIX
JTUCTAIBHBIX JIETOUHBIX apTEPHUsiX, TaK U MPOKCUMAILHBIX 3JIACTUYHBIX JIETOYHBIX
apTepUsX.

e I'pynna 2, JII' BcrneacrBue 3a0oieBaHMil JIEBBIX OTIENIOB CepiLa:
MEXaHU3MBbl, OTBETCTBEHHbIE 3a NOBbIIEHHE JIA/] MHOrOYHMCIEHHBI U BKJIIOYAKOT
MAaCCUBHYIO OOpaTHyIO Iepeaaudy TMOBBIIIEHHOTO JaBieHus (MOCTKanwuIsipHas
naccuBHas JII', Tabauya 3). B 3TuX ciydasx TpaHCIErOYHBIA TPAJUEHT JaBICHUS
(TJITA = cpennee JIAJ] munyc cpennee JI3JIA) u JICC HaxomguTcs B mpejenax
HOPMAJILHOTO JMana3oHa. B Jpyrux oOCTOATEeNhCTBaX OTMEYAETCSl MOBBIIICHHUE
JIAJI" 6ombmie, uvem JI3JIA (mosbimennsiii TJIII), a Takxke HaOm0maeTcs
yBesmueHnue JICC (mocTkanmuwuisipHas peakTHBHAST WM «HEMPOMOPIIMOHAbHAS
JT', Tabauya 3). Toseimenne JICC 00yCIIOBICHO YBEIUYCHHEM Ba30MOTOPHOIO
TOHyCa  JIETOYHOW  apTepud  W/WiIM  (PUKCUPOBAHHBIM  CTPYKTYPHBIM
PEMOJICTUPOBAHUEM PE3UCTCHTHBIX COCY/IOB JIETOYHOW aprepum [27]: mpexHMiA
KOMIOHEHT peakTuBHOW JII' mpu ocTpoMm (hapMaKkoJIOrH4ecKOM TecTe 0OpaTHM, B
To Bpems kak JII', xapakrepusyrouiasics MeIHaNbHON rTHUneprpodueit u
MHTUMAJIbHON nponudepannell JIErOYHbIX apTepuoll, HE pearupyeT Ha OCTpble
tecthl [12]. Kakue hakTopsl MpUBOAST K peakTHBHOM (HemporopunonaibHoit) JII
U TI0YEMY Yy HEKOTOpPbIX MAallMeHTOB pa3BUBAETCA OCTPBIM  0OpaTUMBbIN
COCYIOCYKMBAIOIINUA MM (PUKCUPOBAHHBIN OOCTPYKTHBHBI KOMIIOHEHT MM 00a
OJTHOBPEMEHHO, HE J10 KOHIIa U3BeCcTHO. [laTodu3nonornyeckne MeXaHu3Mbl MOT'YT
BKJIIOUATh COCYJIOCYKUBAIOLIUE pe(iIeKChl, BHITEKAIOIIUE U3 CTPEedY perienTopoB,
JOKQJIM30BAaHHBIX B JIEBOM IMpPEACEPAUMM W JETOYHBIX BEHAX, IHAOTEIHAIbHON
TUC(hYHKIMU JIETOYHBIX apTepui, KOTOpass MOXET CIOCOOCTBOBATH CYKEHHIO
COCYJI0B M mpoudepalnu KIETOK CTEHKH COCy/a.

o ['pynma 3, JII' B cBsi3u c 3a00j€BaHUSIMU JITKUX HW/WJIA THUIOKCHECH:
MaTOOMOJOTHYECKHE U MATO(QU3HOIOTHIECKUE MEXaHU3MBbI, Y4aCTBYIOIINE B 3TOM
COCTOSTHUM, MHOrooOpa3Hbl M BKJIIOYAIOT THIIOKCHYECKYI0 Ba30KOHCTPHUKIIUIO,
MEXaHUYECKOE HATPSHKEHUE YPE3MEPHO PACHIMPEHHBIX (TIePEepPaCcTIHYTHIX) JIETKHX,
MOTEPI0  KAMWJUIIPOB, BOCHAJEHHE, a TaKXKE TOKCUYECKOE BO3CICTBUE
curapetHoro asiMa. CyIecTBYIOT TaKXKe JAaHHbIC, MOATBEPKAAIOIINE dHIOTEIINN-
3aBUCHUMBII COCYOCYKMBAIOUINI — COCYAOPaCIIUPSIIOIIMNMA TucOanaHc.

o [pynma 4, XTJII: HepaspemuBIIHEeCs OCTpbie SMOOIMYECKUE MACCHI,
KOTOpbIe T03Ke (UOPOZUPYIOTCS U MNPUBOASIT K MEXaHUYECKOW OOCTPYKIIUU
JIETOYHBIX apTepuil ABJIAIOTCSA HanOosee BaXKHBIM MATOOMOIOTMYECKUM MPOLIECCOM
npu XTJII. Tpom0O03MOOIHK JIETOYHOM apTepuu Wik TpoMOo3 in Situ Moryr
UHULMAPOBATHCS WM YCYIyOJISThCS HAapyIICHUSIMU B KackaJle CBEpPThIBAHUS
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KPOBH, SHJOTEIHABHBIX KIETOK UM TPOMOOILIMTOB, BCE U3 KOTOPBIX Y4aCTBYIOT B
nporecce cBepThiBanus [28]. Y HEKOTOPHIX NAMEHTOB MATOJIOTHSI TPOMOOIIUTOB H
OMOXMMUYECKHE OCOOCHHOCTH MPOKOArYJIIHTHOM Cpelbl B MOAJAEPKKE JIETOYHOTO
COCYJIUCTOr0 KpOBOTOKa 00J1a/1at0T MOTEHIIUAIIbHOM POJIbI0 MECTHBIX TPOMOO30B B
UHULMAK Oone3HU. B OONBIIMHCTBE Cly4aeB OCTAaeTCs HESICHBIM TpPoMOO3 U
TUC(hYHKIUS TPOMOOIUTOB SIBJISIIOTCS MPUYMHON WM CIEACTBHUEM 3a00JIE€BaHUS.
Bocnanurenbaple MHQUIBTPaThl, KaKk MpaBUIO, OOHApPYKHUBAIOTCS B o0Opasiax
aerodHou sHaaprepakromun (JID). UccnenoBanusa TpoMOOpUINU OKa3aiu, YTo
JIONYC — AHTUKOATYJSIHTBI MOTYT OBbITh HaljieHbl y = 10% Takux mainueHToB, a
20% sBnsitoTcsT HOCHUTENSIMU  aHTU(HOCHOTUMUIHBIX AHTHUTEN, BOJTYAHOYHOTO
aHTUKOAryJsiHTa Wi 00oux cyocrparoB. [locnennee uccienoBanme moka3ano, 4To
m1a3MeHHbIN ypoBeHb ¢aktopa VIII, Oenka, cBI3aHHOTO KaK ¢ MEPBUYHOM, TaK U
MMOBTOPHON BEHO3HON TpomOoamOonueit, moBeimeH y 39% maruentoB ¢ XTJIT.
Hapymenuss ¢dubpunonusza He ObUIM BbIABICHBI. OOCTPYKTHUBHBIC IMOpaXKEHUS,
HaOI0JaeMble B JUCTANbHBIX JIETOYHBIX apTepUAX B HEOOCTPYKTUBHBIX 30HAX
(MpakTHYECKU HJIEHTUYHBIE Te€M, KOTopble oTMmeudayiuch npu JIAI) Moryr ObITh
CBSI3aHBI C Pa3IMYHbIMU (AKTOpPaMH, TAKUMU KaK HaIpshKEHUE CIIBUTA, JIaBJICHUE,
BOCIIaJICHHE, BHICBOOOXKIEHUE ITATOKUHOB M BaCKYJIOTPOPUIECKIX METUATOPOB.

o ['pynma 5, JII' ¢ HesicHBIMU U/UITU MYIbTU(HAKTOPUATIFHBIMU MEXaHU3MaMMU:
MaToOHUOJIOTHs B ATOW IPpyIIEe HEU3BECTHA WM MYJIbTU(AKTOpUAIIBbHA.

6. I'eneTuka, 3muaeMuoa0rus 1 GakTopbl PUCKA JIETOYHOH r'HIePTEH3NH

CpaBHUTENBHBIX AIMUJIEMHUOJOTMUYECKUX JAHHBIX O PacCHpOCTPaHEHHOCTH
paznuunblx rpynn JIIT He cymectByeT. B xome oOcnemoBanusi, TPOBEIEHHOTO B
axokapauorpapuyeckord  ymaboparopuu  [29],  pacmpoctpanennocts  JIT
(ompenensiercs kak JIA cucronmmueckoe gabinenue > 40 mm pr. cT.) cpeau 4579
narueHToB coctaBuia 10,5%. Cpenu 483 ciyqaeB JII' 78,7% umenu 3aboneBanus
JEBBIX OTAEHOB cepaua (rpymma 2), 9,7% - 3a0oieBaHus JIETKUX U THUIIOKCHUIO
(rpymma 3), 4,2% - JIAT (rpynna 1), 0,6% - XTJIT" (rpynmna 4), a'y 6,8% GonbHbIX
HEe OBLJI0O BOBMOXXHOCTH JIJISI YCTAHOBJICHUS TMArHO3a.

e rpynma 1, JIAT: nocnemnue peectpsl onucanu smuaemutoruto JIAT [3, 4].
Camas Hu3kas dacrora pacnpocrpaneHHocTH JIAI' u WIAT cocrasnser 15 u 5.9
CJIy4aeB/MJTH. B3pOCJIOI'O HAaceJIEHUs, COOTBETCTBEHHO.

Huzkas omenka 3aboneBaemoctun JIAIT cocraBmser 2,4 cimydas/MIIH.
B3pociioro Hacenenus B rojl. [locnegnue nanueie u3 loTnanauu u Ipyrux crpa
NOATBEPANIIN, UTO pacnpocTpaHeHHOCTh JIAI' B EBporie HaxoauTcst B 1uana3zoHe
15-50 cyOwekToB Ha MWLIHMOH HaceneHus [4]. Bo ¢panmy3ckom peectpe 39,2%
nanuentoB umeror MIIAT, a 3,9% - cemeiinbiii anamue3 JIAI'. B moarpymre
AJIAT, 15,3% umerot 3aboneBanusi coeauuautenbHor TkaHu (3CT; B ocHOBHOM
CUCTeMHBIN ckiepos), 11,3% - BIIC, 10,4% - mopransHyto runeprensuto, 9,5% -
JIAT, cBszanHyi0 ¢ aHopekcueit, a 6,2% u3 HUX - BHUPYC MMMYyHOACPUIIUTA
yenoBeka (BUY-undekiuio) [3].

o JIAT' MoOryr pa3BUTBCS B pa3MYHBIX CHUTYalMsIX B 3aBUCHUMOCTH OT
acCOIIMMPOBAaHHBIX  KiIMHMYeCKuX cocrostamii  [1].  WJIAIT  coorBercTByIOT
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criopaandeckuM 3ab0eBaHusaM, 0€3 Kakoro - Tub0 ceMeiiHoro anamuesa JIAL nmun
u3BecTHOro TtpurrepHoro Qakropa. Korga JIAI' mpoucxoaur B cemeilHOM
KOHTEKCTE, MOJOBbIE MYTAallUH KOCTHOTO MOP(OreHETHYECKOTO MPOTENHOBOIO
pelienTopa reHa 2, mo MeHbIe Mepe, oOHapykuBatotcst B 70% ciydaes [14, 15].
Mytanuu 3TOro TeHa Takke MOoryT ObiTb oOHapyxkeHbl B 11-40% sBHO
CHOpPAJANYECKUX CIIy4aeB, TaKUM O0pa3oM, TMpeacTaBisds COOOH OCHOBHOMN
reHeTuueckuii  mpeapacnonararomuid - gakrop gt JIAIT [30].  KoctHbrit
MOpGhOTEHETHUECKUI MPOTEHHOBBIA PELENTOp T'eHa 2 KOAMPYET PElenTophl 2-
TUIA JJ1 KOCTHBIX MOP(OreHETHYECKUX OEJIKOB, KOTOpbIE NPUHAIIEKAT K
HajZICeMENCTBY TpaHchopmupytomero ¢akropa pocra - . Cpemu psnga
OMONOrMYeCKUX (PYHKIUN, 3TH MOJUNENTHABl YyH4ACTBYIOT B 00pb0O€ ¢ COCyAHCT Oi
KJIETOYHOU mponudepanriet. Myranuu Apyrux perenTopoB 3TUX BELIECTB, TAKUX
KaK aKTHBHH pELEeNTOp-MOoJ0OHbIX KWHA3 | W 3HAOrIMHA OBLIM BBISBICHBI Y
OonbmiMHCTBA manueHToB ¢ JIAIT ¢ JWMYHBIM WM CEeMEWHBIM aHaMHE30M
HACJIEICTBEHHBIX TeMOpparnuecknx Teneanrudkrazuii (cuaapom Ocnepa-Bebepa-
Penny) [31]. BeuBnen psin dakropoB pucka s pazsutus JIAT, onpeneneHHBIX
KaKk Jr000i (akTOp WIM COCTOSHUE, KOTOPO€ MPEIIONIOKUTEIBHO UIPaeT
MPEePaAcHoIaralolyl0 WA MOCPEIHUYECKYI0 POJb B Pa3BUTHU 3a00JEBaHUS.
@akTopbl pUCKa KIACCU(DPUIIMPOBAHBI HA ONPEEICHHbIE, BEPOSITHBIE, BO3MOKHbIE
WIA MaJOBEpOSATHBIE B 3aBUCUMOCTH OT CUJbl UX B3auMocBsizu ¢ JII' m ux
BEPOSTHOM mNpuuuHHOW ponbio [1]. OmpenencHHas B3aMOCBS3b IMPHU3HACTCS B
cllydae 3IUAEMHH, TaKOM Kak MpOU30LIeNIas CO CHUKEHHEM ammnetruta B 1960-x
rogax WM, eciu  OOJbIIMe, MHOTOLEHTPOBBIE  AMHUAEMHOJIOIMYECKUE
UCCIIEIOBAaHUS JIEMOHCTPUPYIOT CBSI3b MEXIY KIMHUYECKUM COCTOSITHUEM WM
npenaparoMm u JIAT'. BepositHast B3aMMOCBSI3b IPU3HAETCS, €CJIU OJHOLIEHTPOBOE
UCCIIeZIOBaHKE, TIPOBEICHHOE 110 METOAY CIIy4ail-KOHTPOJIb UM MHOTOYHCIICHHBIE
CepuiiHbIE Cllydad MPOJEMOHCTPUPOBAIN B3aMOCBs3b. Bo3MOKHas B3aUMOCBS3b
MOKET MOJI03PEBAThCS, HANPUMEDP, Y MpenapaToB C aHAIOTMYHBIM MEXaHHU3MOM
JNEUCTBUsI, KOTOpPBIE pacCMaTpUBAalOTCs B  OIPEACIICHHOM WU BEPOSATHOU
KaTeropuu, HO KOTOphIE ellle He ObUIM MCCIIEAOBaHbI, HApUMep, JieKapcTBa s
JeYeHUs paccTpoilcTB JAedunura BHHUMaHuA. HakoHel, ManoBeposTHas
B3aMMOCBSI3b OINPENENSIeTCS MPU HAIMYUU OJHOTO IMOJ03pEeBaeMOro Qaxropa,
U3YYEHHOT0 B AMUEMUOJIOTMUECKUX UCCIIEIOBAHUAX U, CBSI3b KOTOporo ¢ JIAL He
Obuta ycraHoBiieHa. OrmpeneneHHbIE KIMHUYECKHME B3aMMOCBA3M M3 4YHCIa
cocrosauit AJIAI' mepeuucnensl B Tabauye 4, a cTeneHb pUCKA Pa3TMYHBIX
MpenapaToB U TOKCUHOB NpuBeeHa B Tabnuye 8.

e ['pynna 2, JII', oOycioBieHHas 3a001€BaHUSIMU JIEBBIX OT/AEJIOB Cepila:
Ja)Ke €CJIM KOHCTUTYLMOHHBIE (DaKTOpPhl MOTYT WIpaTh OINPEAECICHHYIO pOJib B
pasButuu JII' B 3TOM Trpymme, cnenuduueckux TreHETHUECKUX CBsi3ed He ObuIo
BoIsiBJIcHO [12]. Pacnipoctpanennocts JII' y OOMBHBIX C XPOHHUUECKOH CEepAeUHOM
HEJOCTaTOYHOCTBIO YBEJIMYMUBAECTCS C MPOrpecCUpOBaHUEM (HYHKIIMOHAIBHOTO
kiacca HapymeHuit. Jlo 60% OOJMBHBIX C TSHKEION CHCTOMMYCSCKON JUCOYHKIMCH
neBoro xkenynouka (JDK) wm  nmo 70% mauMeHTOB € M30JMPOBAHHOM
nuacronnueckor nuchynknuerd moryr umerb JIIT [32]. Ilpm neBocTopoHHEi

23



KJIallaHHOM 0oJe3Hm, pacmpocTpaHeHHOCTh JIIT Bo3pacTaer C yBelInueHHUEM
TshKecTu Jedekra U cuMnTomMoB. JIIT MOKHO OOHApPYKUTh MPAKTUYECKU Y BCEX
MAIMEHTOB C CHMIITOMHBIM OCTPBHIM 3a00JICBAaHHMEM MHUTPAIBHOTO KJIallaHa M JI0
65% 13 HUX ¢ CUMIITOMHBIM aopTajibHBIM cTeHo30M [10, 12, 33].

Tadauna 8 OOHOBJIEHHBII YPOBeHb PHCKA MNPENapaToB M TOKCHHOB,
cnocoOHbIX BbI3BaTh JIAI
OnpenesieHHbIH Bo3mokHbIiH
e AMUHOpEKC e Kokaun
o Oendaypamun e DOeHUINPOINAHOIaMUH
o Jlekchenpaypamua e 3Bepoboii
e Tokcuueckoe parncoBoe Macio | e XUMHOTEpaneBTHUECKHE MpenapaThl
e bendnyopekc e CelleKTUBHBIM MHTHOUTOp 0OOpaTHOrO 3axBara
CEpPOTOHHMHA
e [leprommpg
BeposTHbIi MaJjioBeposiTHBII
e AmpeTamMuHBbI e [leppanpHble KOHTPALIENITUBEI
e JI — tpunrtodan ® CTpOTreHbI
e MeramperaMuHBbI e Kypenue
JIAI" — neroynas apTepuajbHasi TUIIEPTCH3HS

o I'pymma 3, JII', oOycioBieHHas 3a00J€BaHUSIMHU JIETKUX  W/HJH
THUIMIOKCEMHUEH: OJHO UCCIEJOBAaHHME IOKa3alo, 4YTO MNOIMMOp(U3M TeHa
CEpOTOHMHA TIOSBIIICTCS IS 3aJIePKKA TsokecTH JII' y THTTOKCEeMHUYHBIX OOTBHBIX C
XPOHUYECKOH 00cTpykTHBHOW Oosie3npto jerkux (XOBJI) [34]. Ha ocHoBanuu
onyOJMKOBaHHBIX cepuil padoT, 3a0o1eBaemMocTh 3HaunumMoi JII' y 6onpHbIX XOBJI,
10 KpaWHEed Mepe, C OIHOM IMpEeabIAylled TIOCIUTAaIU3alued B CBA3U C
00OCTpEHHMEM  JbIXaTeNbHOW  HemocTaTOYHOCTH  coctaBimsier  20%. Ilpu
BeipaskeHHoi XOBJI JII' mmpoko pacnpoctpaneHa (> 50%) [35, 36], xors B 1ienom
OHa BCETO JIUIIb JIETKON cTereHu. [Ipn nHTepCTUIINambHbIX 320 0JIEBaHUSIX JIETKHX,
pactpoctpaneHHocTs JII' coctaBiser ot 32 mo 39% [37]. Coueranue ¢ubposa
JIETKHX ¢ dSMpu3eMoli cBsi3aHo ¢ Ooee Bricokoi yacroroi JII™ [38].

e [pynma 4, XTJII": cnenuduieckux reHeTUYECKUX MYTallui, CBS3aHHBIX C
pazsutueM XTJI[' He cymectByer. Jlaxe ecnu mociaeaHue padOThl MOKA3bIBAIOT,
yTo pacnpoctpaneHHOCTh XTJII' mocturaer 3,8% y mepeHecmux OCTpPyIO
nerounyro sMOomuio [39], OONBIIMHCTBO 3KCHEPTOB CUMUTACT, YTO WMCTHHHAS
pactpoctpadneHHocTh XTJII' mocae ocTpoii seroudoi smoOonuu coctasisier 0,5-
2%. XTJII' moryr ObITh OOHApY)KEHbl Yy TMAIHMEHTOB 0€3 MpeIblIyIIux
KIIMHUYECKHUX SMHU30/0B OCTPOU JIETOYHOW apTepuu UM TpomMOo3a riyOOKUX BEH
(mo 50% B pasHbIX cepusix) [40].

e ['pynma 5, JII' ¢ HESCHBIMU W/UITU MYJIbTU(PAKTOPUATILHBIMU MEXaHU3MaMHU:
M3-32 HEOJHOPOAHOCTH 3TOM TPYMIbl HACTOSIIME PEKOMEHIALUU HE COJEepiKar
COOTBETCTBYIOILIETO OMUCAHUS TEHETUKHU, SMHUIEMUOJIOTHHU U (PAKTOPOB PUCKA 3TON
rpymmsl JIT.
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7. Jlerounasi aprepuajbHas runeprensus (rpynma 1)

JIAT' (nnst onpenenenust cM. Tabauyy 5) npeacraiser cobdor tum JII, mpu
KOTOPOM 3a MOCJEIHEE IECATUIIECTUE JOCTUTHYTHI Hanbosee BaKHBIC JOCTUKEHUS
B IOHUMAaHUU U JieueHnu. Kpome Toro, oHa sIBII€TCsl TPYIION, pu KoTopoit JII'
aBigerca "sApoM" KIMHUYECKUX MPOOJIEM UM MOXKET JICUUTHCS OINPECIICHHBIMU
npenapaTaMu.

JIAT" mpakTHuecKu MpeacTaBiIsgeT co0oi rereporeHubie coctosuus (Tabruya
4), KOTOpbIE JEJST COMOCTAaBUMBIC KIMHUYECKHE U TIeMOJUHAMHYECKUEC
NPOSIBJICHUS U MPAKTUYECKH HUJIEHTUYHBIE MATOJOTMYECKUE U3MEHEHHMS JIErOYHOU
MUKPOLMPKYJISALINH.

Jlaxe eciiu MHOTHE MaTOOMOJIOTMYECKUE MEXaHU3Mbl YCTAHOBJIEHBI B KJIETKaX
U TKaHsAx O0oyibHBIX JIAI, TOUHOE B3aMMOEHCTBUE MEXIY HUMH B WHUILIMAIIUU U
IIPOrPECCUPOBAHNN MATOJOTMYECKUX IMPOLECCOB JO0 KOHI[A HE BbIICHEHBI.
[TocnenoBarensHoe yBennuenue JICC mnpuBOAMT K TEpPErpy3KE MPABOrO
xemynouka (IDK), rumeprpodum w pwmaraiiud, @ B KOHEYHOM UTOTe K
HegocrtarouHocTy IDK u cMepT. BaskHOCTB ITporpeccupoBaHusi HEAOCTATOYHOCTH
IDK kak wucxon y mnaunumeHtoB ¢ WIIAIT moarBepkmaeTcsi MPOrHOCTUYECKUM
3HAYCHHUEM JIaBJICHHSI TIPABOTo mpeacepaus, cepaeunoro uaiaekca (CH), JIAJL [8] u
TpeMsi OCHOBHbIMM mnapamerpamu HacocHo ¢yHkuuu IDK. HeanexkBatnas
ajanTanys MHUOKApAUaIbHOM COKPAaTUMOCTH, KakK MPEANOJaraercs, SBISETCS
OJIHUM W3 TJIABHBIX COOBITUI B MPOTPECCUPOBAHUM CEPICYHON HEOCTATOYHOCTU
npu xpoHudecku neperpykeHHoM [DK. M3meHeHHs B aJpeHEpruyecKkux IyTAX
muoruToB DK, mpuBoasmye K yMEHBIICHHIO COKPATUMOCTH ObUIA TMOKa3aHbl Y
nareHToB ¢ WJIATT [41]. HecooTBeTcTBHE MMOCTHArpPY3KHM OCTaeTCsS BEAYIICH
JETePMUHAHTON CepAedYHOM HemocTtarodHocTH y OonbHbIX ¢ JIATT m XTJIT,
NOTOMY YTO €€ YyAaJeHHWe, KOTOopoe cieayer 3a ycnemHod JIDD wnm
TpaHCIUIAaHTaIel Jerkux [42], moyTH Bcerga TPHBOAUT K  CTOMKOMY
BoccraHoBieHuo pynkuun IDK. I'eMomnHamMuueckne M3MEHEHHUS M NPOTHO3 Y
naqueHToB ¢ JIAI'  cBsi3aHBI € KOMIUIEKCOM  NATO(PU3HOIOTMYECKUX
B3aUMOJICHCTBUI  MEXAy TEMIIaMH [porpeccupoBaHus (WM  perpecca)
OOCTPYKTHBHBIX HW3MEHEHHUH B JICTOYHOWM MHKPOUMPKYISIIUA U  OTBETA
neperpyxennoro DK, koTopble Tak:ke MOTyT OBbITh OOYCIIOBIEHBI T€HETUYECKUMU
nerepmuHanTamu [43].

7.1 JInarHocTHKA

Ouenka mpouecca y namueHTa ¢ nogo3penueM Ha JII' TpeOyeTr mpoBeneHus
psAla WCCIEIOBAHWM, MPEAHA3HAYEHHBIX JUII IOATBEPXKACHUSA  JIMArHosa,
YTOYHEHUSI KIMHAYECKOW rpynnsl JII' 1 KOHKPETHOM 3THOJIOIMHU B PAMKAX IPYIIIIbI
JIAT', oueHKM (QYHKIMOHAJIBHBIX M TreMOJMHAMHUYecKuX HapymeHuil. [locne
OMHUCAaHUSl KaXKIOro OO0CIIEAOBaHUS TOKa3aH KOMIUIEKCHBIH JUarHOCTHYECKUN
anmroput™ (Pucynox 1). Tlockombky JIAI' u, ocobenno WIIATL, sBusercs
JMAarHO30M HCKIIIOUEHHSI, 3TOT aIrOPUTM MOXKET OBITh MOJE€3€H B KAauecTBE
OTIIPABHOM TOYKH TIPH JIFOOOM cirydae BepositTHoit JII.
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APIIK - 1 - aktuBHH-penientop-nofoOHbie kuHa3bel; AHA — aHTHHYyKIIeapHbIe aHTHUTENa,
KMBP 2 — koctHbIii Mopdorenernueckuii penentop 6enka 2; BIIC - BpoxIeHHbIE TTOPOKH
cepaua; CMPT — cepneunsiii marHuTHbId pe3onanc; 3CT - 3aboneBaHHMs COENUHHUTENHHOMN
tkanu; ['pynna - knmauueckas rpynna (Tabauya 4); HI'T — HacnencTBeHHbIE reMOpparnyecKue
teneanrudkTazun; BUY - Bupyc ummyHonmeduiura uenoBeka, KTBP — kommbrorepHas
tomorpadus Beicokoro paspemienus; [IOI1 — nedeHounbie GyHKIIMOHAIBHBIC TPOOKI; cp. JIAJ] —
CpeaHee JIerouHoe aprepuaibHoe nasienue; JIAT — nerounas aprepuanbHas runeprensus; JIKT
— JIErOYHBIA KanmwUIIpHbIM remManruomatos; JIQII - nerounsie pyHkunoHansHeie npoOsl, JIIM -
nerovyHas runieptensust; IJIB — sugodnedur nerounsix BeH; JI3JIA — naBneHue 3aKIMHUBAHUS B
nerouno aprepun; KIIC — karerepusanus npaBbix otaenoB cepana; YIID — upecnuineBoaHas
sxokapauorpadus; TTD — TpancropakanbHas sxokapauorpadusi; Y3U — yneTpa3BykoBoOe
HCCIIEI0BAHHUE.

* Cum. takxe Tabauyy 12.

7.1.1 KiinHn4ecKue mp osiBJIeHust

Cumnrombl JIAIT HecnenmuduyHbl W BKJIIOYAIOT OBIIIKY, YCTaJOCTh,
CJ1a00CTh, CTCHOKAPIHI0, OOMOPOKH W B3ayTHE XHBOTa [44]. B mokoe cuMnTOMBI
Pa3BUBAIOTCA JIMIIb B CAMBIX TSDKEIBIX COCTOAHUAX. DuU3MKanbHBIE TPOSIBICHUS
JIAT" BKIIIOHAIOT JIEBBIA MAapacTePHAIBHBIA CEPACYHBINA TOIYOK, aKIIEHTUPOBAHHBIM
JIETOYHBIM KOMIIOHEHT BTOPOrO TOHA CEPALA, ITaHCUCTOJWYECKUN IIyM
TPUKYCITATAIIBHOU perypruranuu, JNACTONNYECKUAN IyM JIETOYHOU
HegocrtaTouHocTH U Tpetuil Ton [DK. HaOGyxanue sipeMHBIX BEH, remnaToMerasnus,
nepupepuyeckiue OTEKH, acCUUT M XOJOAHbIE KOHEYHOCTHU XapaKTEepU3YIOT
NalMeHToB OoJiee Tsokenoro cocrosHus [45]. Jlerounesie 3BykH, Kak MpaBUiIo,
HOopMasbHbIe. OOcne0BaHNe TaK)Ke MOXKET COJepKaTh NaHHble o mpuuune JII.
TeneaHrusKTa3uu, U3bA3BICHUS NANbIEB U CKICPOAAKTUIMS HAOIIOAAIOTCS MPHU
CKJIEpOJIEPMHH, B TO BpPEMs KaK HMHCIHUPATOPHBIE XPHUIIBI MOI'YT YKa3blBaThb Ha
WHTEPCTUIMAIILHYIO 0O0JIe3Hb JIeTKUX. J[OKHBI OBITH PACCMOTPEHBI CTHTMATHI
3a00JIeBaHUI TMEYEHM, TaKhe Kak MayKooOpa3Hble HEBYCHI, aTpopusi SIUYEK W
JanoHHas osputema. Ecnum cuMnToM OapaGaHHBIX TajioueK BCTpPEYaeTcsl Mpu
WJIAT', To crienyer UCKaTh aabTepHATUBHBIN AuarHo3, Takou kak BIIC umu OJIB.

7.1.2 dnekrpokapauorpadus

OKI' wMoxer mnpenocTaBUTh — HABOMASIIME WM MOJTBEPXKIAIOIIUE
nokazarensctBa JII', nemoHcTtpupyst rumneptpodutro u pactspkenne IDK u
aunatanuio mnpaBoro npenacepaus. ['uneprpodus IDK ma DKI mpucyrctByer B
87%, a oTkiIOHEHUE OCH BIPaBo - y 79% mnammentoB ¢ MJIAI [44]. OrcyrcTBHe
ATUX JAHHBIX HE HckmoyaeT Hamnuus JIIT M cepbe3HBIX TeMOAMHAMUYECKUX
Hapymiennii. OKI' oOnagaeT HEZOCTaTOYHOW YYBCTBUTENBHOCTHIO (55%) wu
cnerupuuHocThio (70%) 17151 CKPUHUHTOBOTO METOJ/ia BbIsiBIeHUs 3Haummoit JII.
KenynoukoBeie aputmun peaku. CynpaBeHTPUKYJISIPHBIE APUTMHU  MOTYT
ONpEAENAThCS B TSKENOW CTaguu, HanpuMep, TpeneTaHue Npeacepauil u
MepuareiabHas apuTMHUs, KOTOpas MOYTH BCErja MOPUBOAUT K JalIbHEUIIEMY
KJIMHAYECKOMY YXyIIIeHuto [46].
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7.1.3 Pentresorpagusi rpyaiHoOl KIeTKU

YV 90% mnamuentoB ¢ WMJIAI' Ha MOMEHT YCTaHOBJICHHMS JHarHos3a
peHTreHorpadusl TPYAHOH KJIETKH SBIIIETCS marojorudeckoi [44]. PesymbraTs
o0cie10BaHMs BKJIIOYAIOT PACIIMPEHUE IIEHTPATIBLHOM JIETOYHOM apTepuu, KoTopas
KOHTpPAacTUpyeT ¢ «oOpe3kom» (morepeir) mnepupepuIeckKuX KpPOBEHOCHBIX
cocynoB. B 0Oonee TsKENbIX cliydasix MOTYT HaOJIOAaThCs pPacUIMpPEHUE MPaBOro
npencepaust u [DK. Pentrrenorpadusi rpyaHoM KIETKM TO3BOJSET HMCKIIOYUTH
00JIe3HM JIETKUX OT YMEPEHHOHU 10 Tshkenou creneHu (rpynna 3, Tabauya 4) wiu
JIErOYHbIC BEHO3HBIC THIepTeH3uH (rpymnna 2, Tabauya 4), acCOMUPOBAHHBIC C
3a00JIeBaHsAMU JIEBBIX OTJE0B cepana. B nemom, crenens JII' y moboro nmanuenTta
HE KOPPEJIUPYET CO CTENEHBIO PEHTTCHOJOTUUECKUX U3MEHEHHUI.

7.1.4 Jlerounble pyHKIMOHAIBbHBbIE TECThI M Ira3bl apTEPUAJIbHONH KPOBH

Jlerounble (PyHKIMOHAJIBHBIE TECTHI U Ta3bl APTEPUAIBHON KPOBU IO3BOJIAT
ONPENEINTh THUI MOPAXEHHs - MO0 OCHOBHBIE JbIXaTEJIbHbIE NYyTH, JUOO
nmapeHxuMaro3Hoe 3aboneBanue Jjerkux. [lammentsr ¢ JIAI, kak mpaBuio,
00/1aJal0T CHMKEHHOM CHOCOOHOCTBIO K JIEFOYHOM MU (y3uu OKHUCH Yriepoja
(kak mpaBmiio, B mporuo3upyeMom nuanazone 40-80%) u oT Jierkoi 10 yMepeHHOH
CTENEHU YMEHBILIEHUS JIETOYHBIX 00beMOB. Takke MoOryr ObITh OOHapyXEHBI
nepudeprueckue OOCTPYKIMHU JbIXaTENbHbIX MMyTeH. ApTepHalibHOE HaIpsLKEHUE
KHCIIOPOJla HOPMAajdbHOE WM HE3HAUWTENbHO HIDKE HOPMBI B TIOKOE, a
apTepuanbHOE HANpPSDKEHHE JBYOKHCH YIJIepoJa CHUKEHO H3-3a aJIbBEOJSIPHOM
TUIEPBEHTHIIALIUN.

XObJI kak npuunHa runokcuyeckor JII' muarHoCcTUpyeTCs Ha OCHOBaHUU
NPU3HAKOB HEOOPAaTUMOM JbIXaTeIbHOW OOCTPYKIMM BMECTE€ C YBEIHMUECHUEM
OCTaTOYHBIX OOBEMOB, OrPaHUYCHHBIMH BO3MOXKHOCTAMHU JIHPPY3UH OKHUCH
yriaepo/ia ¥ HOpMaJbHBIM WJIM TOBBIIICHHBIM HAMPSHKEHUEM JBYOKHCH YTIEpoja.
YMeHbIleHre 00beMa JISTKUX BMECTE C YMEHbBIIICHHEM TTOTeHIHana quddy3un s
OKHCH YIJIepoAa MOXET CBHAETEIbCTBOBATh O JAMATHO3€ WHTEPCTUIUAIBHON
Oone3Hu Jerkux. TspkecTs 3MQPU3EeMbl U MHTEPCTULMAIBHON OOJIE3HU JIETKUX
MOXKET OBITh TIOCTaBJI€HAa C TMOMOUIbI0 KoMmbioTepHOW ToMmorpaduu (KT)
BBICOKOTO paspemieHus. lIpy HamMuuM KIMHUYECKOTO IOAO3PEHUS CKPUHHUHT
HOYHOW OKCUMETPUU WJIH MOJIMCOMHOIpaUM UCKIII0UAT 3HAUMMOE OOCTPYKTUBHOE
aITHO? BO CHE/THUITOIHO?.

7.1.5 Dxokapauorpapus

TpaHncTopakanbHas sxokapauorpadusi mpeaocTaBisIET HECKOJIbKO JaHHBIX,
KOTOpBIE KOPPEIUPYIOT C IE€MOJWHAMMKON IIPaBbIX OTAEJIOB CEPALA, BKIHOYas
JIAJ1, m Bcernga AOJDKHBI TPOBOJAUTHCS B ciaydae noxo3penus JII.

Ounenka JIAJl ocHOBaHa Ha  MakKCUMaJbHOM  CKOPOCTH  IOTOKA
TPUKYCIUIAIBHOW pErypruTaluu. Y IPOLICHHOE YpaBHEHHE bepHyIUIM ONKChIBAET
OTHOILEHHSI CKOPOCTH TOTOKA PETypruTallii HAa TPEXCTBOPYATOM KJIAlAHE U
MaKCUMaJIBHOIO TPAaJMEHTA JABJIEHUS IPU PErypruTaluyd Ha TPEXCTBOPYATOM
KiaamnaHe = 4 X (CKOpOCTh PEryprutaidyd Ha TPeXCTBOpuaToM Kiamane) [2]. D1o
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YpaBHEHHE MMO3BOJSET OUEHUTH JIA cHcTONMUYEcKOe AaBICHUE C YUYETOM JIaBJICHUS
npaBoro mnpexacepaus: JIA CHCTOIMYECKOE MABJIEHME = TpPaJUEHT JaBICHUS
pErypruTalyy Ha TPEXCTBOPYATOM KIIAIIAHE + YCTAHOBJIEHHOE JTABJICHUE IPABOTO
npencepaus. JlaBneHue mpaBoro mpeacepauss MOXKET ObITh OLEHEHO Ha OCHOBE
IMaMeTpa W JbIXaTelIbHbIX HW3MEHEHUM HIKHEM TOJIOM BEHBI, XOTS YacTo
npeanojaraercs ero ¢ukcupoBaHHoe 3HadueHue S5 wim 10 mm pr.ct. Korna
MAaKCUMAJIbHYI0O CKOPOCTh PETYpPrUTallid Ha TPEXCTBOPYATOM KJIAllaHE TPYIHO
M3MEpUTh (HE3HAUUTEIIbHAS/JIETKasi PErypruTalus Ha TPEXCTBOPYATOM KJIaraHe),
UCIIOJIb30BaHUE KOHTPACTHOM 3Xokapauorpaduu (Hampumep, € MOMOUIbIO
pacTBopa) 3HAYUTEIBHO YBEIUYMBACT JOMNIUIEPOBCKUM CHUTHAJ, MO3BOJISIOIINMA
HaJJIeXKaMM 00pa3oM HM3MEpUTh MAaKCUMalbHYI0 CKOPOCTh PEryprutainud Ha
TpexcTBopuaroM kiamaHe. Kpome Toro, HOOMKHBI OBITh  PacCMOTPEHBI
MOTEHIMAIbHbIE cucToanueckue rpaaueHTel Mexay IDK u JIA. Teopernuecku,
pacuer cpennero JIA/l or JIA cuCTOIMYECKOrOo AaBJIEHUS BO3MOXKEH (CpelHee
JIAJ] = 0,61 xJIA cuctonmueckoe aaBieHue + 2 MM pr.cT.) [47]. D10 MoOrIO OBI
MO3BOJIMTh HCIOIb30BaTh AOIMIUIEPOBCKUE U3MEPEHUsS, TPUMEHSS OOLIEPUHATOE
onpeaenenue JII' kak cpeanee JIAI > 25 mm pr. K coxaneHuio, HECMOTpsT Ha
CUJIBHYIO KOPPEJBLUI0 CKOPOCTU TPEXCTBOPYATOM PETYPrUTALMU W TPagueHTa
JABJICHUs PETypPrUTallMd Ha TPEXCTBOPYATOM KIANAHE, OLICHKA JaBJICHUS,
HOJYYEHHOI'O M0 JONIJIEPOBCKOMY METOJY MOXET OBITh HETOUHOM y HEKOTOPBIX
MalMEHTOB. Y IMAaIKMEHTOB C TSKEJIOW PErypruTauyer TpUKyCIIMAAIbHOTO KIlallaHa
UCMOJIb30BaHUE YIPOLIEHHON (OpMBlI ypaBHEHHs bepHYIIM MOXKET MPUBECTU K
Henoouenke JIA cucronuueckoro nasieHusi. Kpome toro, npesbiiieHne > 10 MM
pT.cT. it JIA CHCTONMYECKOro NaBlicHUS ABISACTCS OOImenpuHATeIM [47]. Takum
obpazom, mnpu JII' moporoBbie 3HaueHHs JIA CHCTOIMYECKOTO MdaBICHUS C
UCTOJIb30BAaHUEM JOMIUIEPOBCKOIO METOJa HE MOrYT OBIThb JOCTOBEPHO
ONPEIETICHBI.

CnenoBarenbHo, oneHka JIAJ[ Ha ocCHOBE U3MEpEeHHH C TOMOIIBIO
JOTIIJIEPOBCKOM  TPaHCTOPAKAJbHOM 3XOKapAHOrpapuu HE MOAXOAMT IS
CKpUHUHTA JIETKUX, OeccuMnToMHbIX JIT'.

AJbTepHAaTHBHBIA MOAXOA K HXOKapauorpapuueckoi guarHoctuke JII'
OCHOBAH HA CPaBHEHHWM CKOPOCTH PETYPrUTALIMM HA TPEXCTBOPYATOM KJIAIIAHE CO
3HAYEHUSMHU COOOILEHHBIMU B 3JI0pOBOM momynsauuu. B upjeane AOMKHBI OBITH
MPUHSATHI BO BHUMaHKE BIMSHUE BO3pacTa, Mmoyia M Maccel Tena [48]. Dtotr meTox
MO3BOJISIET W30€XKaTh KYMYJSTUBHOM OIMOKM, HO HE CBSA3aH HANpsSMYI C
MPUHATBHIM TeMOAMHaMU4YecKuM onpeneneHueM JII' kak cpennee JIALL > 25 mm pr.
CT.

CHM)XEHHE HaJEeKHOCTH HEKOTOPBIX IIOPOTOBBIX 3HAYEHUHA CKOPOCTEN
TPEXCTBOpUYATOW peryprutauur npu ucnoiap3oBanun KIIC nokazaHo B AByx
KPYIHBIX CKPUHUHIOBBIX HCCIEIOBaHUAX. KIIMHMYECKas OLIEHKa HaJIeKHOCTU
IIPOCIIEKTUBHOIO CKPUHWHIA ITallMEHTOB CO CKJIEPOACPMHUEH, OCHOBAaHHAs Ha
CKOPOCTH TPEXCTBOPUYATON pEeryprutanvu > 2.5 M/C y CUMIITOMHBIX OOJIbHBIX WJTU
> 3.0 M/c He3aBUCHUMO OT CHMITOMOB IOKa3zajgo, uto B 45% ciydaes
sxokapauorpapuueckuii  guarao3 JIIT ObUT  JTOXKHO  TOJOXKHTCIBHBIM. Y
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CUMIOTOMHBIX (ofbImika) 601pHBIX ¢ BUY-undexmueit kputepuit JII', ocHOBaHHBIN
Ha CKOPOCTH TPEXCTBOpYATON peryprutanuu > 2.5 u 2.8 m/c, okazajics J0XKHO
MOJIOKUTEIILHBIM B 72% 1 29% ciydaeB, cooTBeTcTBEeHHO [49].

Jpyroe wuccienoBaHue BBIABWIO TPATUCHT JIABJICHUS TPEXCTBOPYATOU
peryprutanuu > 40 MM PT. CT. (CKOPOCTh TPEXCTBOpYATOM peryprutanuu > 3.2
M/C) C MpearoiiaraéMbIM JIaBJICHHEM MpaBoro npenacepaus 10 MM pT. cT. (Takum
obpa3oM, cooTBeTCTBYyMoee cuctoandeckoe JIAJl > 50 MM pT. CT.) B KadecTBe
HIOPOT'OBBIX 3HAYCHMH 11 TocTaHoBKH auarrosa JII' [50]. DTu xputepun HelaBHO
IPOCIEKTUBHO MPUMEHEHBI y TMAlMEHTOB C CHCTEMHBIM Cckiepo3om [51].
JlonmiepoBCKuiA quarHo3 ObUT MOATBEPKIACH Y BceX 32 MaIMeHToB, KOTOPHIM ObLTa
npoBeaeHa KIIC. Kak u B mpeaplAynux MCHBITAHUAX, YHCIO JIOXKHO
OTPUIIATEIILHBIX CIy4aeB HE MOXET OBbITh OILICHEHO.

Hpyrue sxokapauorpadgudeckue MmoKa3areyid, KOTOPhle MOTYT BBI3BATh HIIU
yCUIUTh Tmojo3peHuss Ha JII', He3aBUCMMO OT CKOpPOCTH TPEXCTBOPUYATOU
pEeryprutanuy JODKHBI OBITh BCETJa paccMOTpeHbl. OHM BKIIOYAIOT B ce0s
MOBBIIICHUE CKOPOCTH PETYPruTallid Ha JIECOYHOM KJIAlaHE W YKOPOYEHHUE
BpeMeHH yckopeHus dpakiu BeiOpoca [DK B JIA. YBenuuenue pasmepoB IpaBbIxX
KaMmep cep/na, HapyeHne GopMbl U GYHKITUA MEXKEITYTOYKOBOH MEePETOPOIKH,
yBenuueHue TtommuHbl creHku IDK wm  pacmmpenme crBoma JIA  Takke
npeanonaratot JII', HO, Kak MpaBUJIO, BOZHUKAIOT I03KE B TeueHUe Ooyie3Hu. Mx
YYBCTBUTEILHOCTh COMHUTEIIBbHA.

B Tabauye 9 Pabouas rpynma mpeajaraeT MpPOU3BOJIbHBIC KPUTEPUM IS
oOHapyxenus Hamuuus JI[, ocHOBaHHbIE Ha MaKCHUMAaJbHOMN CKOPOCTH
TPEXCTBOPUYATOW PETYPruTaALMU U JONILIEP-PACCUUTAHHOMY CUCTOIMYECKOMY JIA
JABJICHUIO B MOKOE (IIPH YCIOBUY HOPMAJIBHOTO JABJCHUS MPABOT0 MPEACepaus S
MM PpT. CT.) W JONOJHUTEIBHBIX HXOKapauorpadhuuecKux IapaMeTpoB,
npennonaratommx JII'.

Dxokapauorpaduss MOXKET IMOMOYb B BBISBICHHHM IIPUYUH BEPOSTHOM WIIU
noarBepxkaeHHon JII'. JIByxmepHoe, AOMIUIEp M KOHTPACTHOE OOCIIeIOBaHUS
MOTYT OBITh UCIIOJIb30BaHbI /Il BeIsiBIeHUs] BIIC. Bricokuii erounsiii KpOBOTOK,
OOHapy)XEHHBIII B  HWMITyJIbCHO-BOJIHOBOM  JIONIIEPOBCKOM  PEXKHUME TIPH
OTCYTCTBHHM IIIYHTA WJIM 3HAYUTEIIbHON JWJIATAIllMd IPOKCUMaIbHOM JIA, HEeCMOTpA
Ha ymepeHHyw JII', BO3MOXHO, MOTpeOyeT UYPECHHUIIEBOJHON JTHArHOCTUKHU C
KOHTPACTHBIM BEIIECTBOM WJIA CEPJICYHBIM MArHUTHBIM PE30HAHC, MO3BOJSIONIUN
uckimounts JIMIIII Tuma cuHyc — BEHO3YC WM MATOJIOTMYECKUM JIETOYHBIN
BEHO3HBI BO3BpaT. B ciydasx Mmomo3peHuss Ha JUACTOJIMYECKYIO AUCEHYHKIIUIO
JDK nomxHbl OBITH OIEHEHBI TUIUYHBIE JTONIUIEPOBCKUE dXOKapAuorpaduueckue
MOKa3aTeNIk, NaXe €CIIA HUX HAACKHOCTb CUUTACTCS HU3KOW, B OMNPEACICHHBIX
oOcrosTenbcTBax MoxkeT norpedoBarbest KIIC (eMm. paznen 9.1).

N3-3a OTCYTCTBUSI MPOCHEKTUBBIHX MOATBEPKIAOIINX JAHHBIX, KIIMHUYECKas
npakTudeckas dA(PGEeKTUBHOCTh HArpy304HOM JOMIUIep-IXOKapauorpapuu B
BbIsIBJICHUH citydaeB JII' TobKO Tpu Harpys3ke HeusBecTHa [52].
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Taoauna 9 IlpousBonbHbIe KpUTEpUHU IS onpeaeaeHuss Haauqus JII' Ha
OCHOBE IMHMKOBOH CKOPOCTH TPUKYCHHUAANLHON PEeryprurtauvu M AONIiep —
paccuuTaHHOMY JIA CHCTOJMYECKOMY [aBJICHHMI0O B IOKOe (IIPH YCJI0BHHM
HOPMAJILHOI'O JAaBJICHUSI NPABOro Ipeacepaus S MM PT. €T.) U HA OCHOBeE
AOIOJHHUTEIbHBIX 3X0KapAuorpaguyecKux noxkasaresaei seposatuou JII'

Kiaace® | YpoBenn’

Ixokapanorpadpuyeckas AHATHOCTHKA:
masiopepositHas JIT'
CkopocTh TPUKYCIIHUIATBHON perypruTaiuu < 2,8 M/c; I B
JIA cucronudeckoe naBieHue < 36 MM PT. CT. 6e3
KaKUX-JIMOO JOMOJHUTENIbHBIX AXOKapAruorpahuuecKux
rapaMeTpoB, npeanosaraommx JII
Ixokapanorpadpuyeckas IMarHOCTUKA:
Bo3moskHas JII'
CkopocTh TPUKYCHUJATBHON peryprutanuu < 2,8 m/c, la C
JIA cucronmyeckoe napieHue < 36 MM PT. CT., HO C
HAJIMYHUEM JIOTIOJIHUTENBHBIX 3XOKapauorpaduueckux
roKasaresieu, rpeanosararommx JII
CkopocTh TpuKycnujaibHOW peryprutanuu 2,9 — 3,4
M/c, JIA cucromuueckoe aaieHue 37 — 50 MM pT. CT. la C
0e3/c  JTOMOJHUTENbHBIMH  IXOKApAHOrpadUIECKUMHU
MoKazaressiMu, npeanonararomumu JII'
Ixokapauorpaduyueckas IMarHoCTUKA:
BepositHas JIT'
CKopocTh TPUKYCIUIATBHON peryprutanuu > 3,4 M/c; I B
JIA cucromuueckoe aasiaeHue > 50 MM pT. CT. 6e3/c
JIOTIOTHUTENILHBIMU dXOKapAuOorpadudeCKUMHU
napaMmeTpamu, npeanosararomumu JII
Harpy3souHnas pomnmiep - 3xokapauorpagus ais I C
ckpunuHra JII' He pekomenayercs

* Kitace pekoMeHqaruid.

bypOBeHB JIOCTOBEPHOCTH.

7.1.6 CxaHupoBaHue BeHTWIALUN/TIepy3UH JIerKoro

CkaHMpOBaHHME BEHTWISUUU/TIEPPY3UHU JIETKOTO JOJDKHO TPOBOJUTHCS Yy
o6onmpHbIX ¢ JII' mis momcka moreHnuanbHO u3neunmbix XTJII. CkanupoBaHue
BEeHTHISIIIMK/TIEpPY3Un OcTaeTcsi MeToJoM BbiOopa ais ckpuHuHra XTJII m3-3a
Oonee BbicokoW uyBcTBUTEenbHOCTH, YeM KT [53]. HopmamsHoe wimm HuU3KOE
CKaHMpoBaHUEe BeHTWIIHMU/meppy3un  Qpaxktuyeckun uckmouaer XTI ¢
gyBcTBUTENBHOCTRIO 90-100% u cneunpuunocteio 94-100%. Xors mpu JIAT
CKaHUPOBAHUE BEHTWISIIMU/TIEPPY3UU JIETKOTO MOXXET OBITh HOPMAaJIbHBIM, OHO
TaK)K€ MOXET T0Ka3aTh HeOoyblloe Tnepudepruueckoe HECOOTBETCTBUE U
HecerMeHTapHble nedektsl nepdy3un. Kontpacrnas KT MoxkeT nucronb30BaThCs B
KayecTBE JIONOJIHUTEJILHOTO UCCJENOBAHMS, HO HE 3aMEHSET CKaHHPOBAHUE
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BEHTWIILUU/TIEPPY3UN WM TPATUIMOHHYIO JIETOUYHYIO aHruorpaduioo. 3To
ABJIIETCSL NPENOCTEPEKEHUEM TOIO, 4TO JE(PEKTbl HECOOTBETCTBUS MepPy3uu
Takxe HaOmogatorcs npu JJIB.

7.1.7 KomnbroTepHasi TOMOrpagusi BHICOKOro pa3pelieHnsi, KOHTPacTHas
KOMIILIOTEPHAast TOMOrpadgus u Jiero4yHasi aHruorpagpust

KT BwicOKOro paspemieHuss 0OeCleYMBaeT [ETalbHOE MPECTAaBICHUE O
NapeHXUMe JIETKUX U CIIOCOOCTBYET JUArHOCTHUKE MHTEPCTUIIMATIBHBIX OOJEe3HEM
aerkux u 3MmpuzeMbl. KT BbICOKOro pasperieHuss MOXKET ObITh OY€Hb IOJIE3HA,
KOrjga €cTh KIMHUYECKH BeposTHeii OJIB. XapaktepHble HW3MEHEHUs
WHTEPCTUIIUAIBHOTO OTeKa ¢ Au(Py3HBIMH LEHTPAIbHBIMU CYOTUICBpAIbHBIMU
dokycaMu  YIUIOTHEHHS 1O THUIIy «MaTOBOIO CTEKJIa» M  YTOJIIEHHbIE
MEXJIOJIBKOBBIE  IeperopoAku mnpeamnoiaraior OJIB  [54]; mononHuTenbHBIC
pe3yNbTaThl 00CIEIOBaHUSI MOT'YT BKJIIOYATh JUM(AIECHONATUIO U IUIEBPaIbHBIN
BBINIOT. JIerouHsli  KanmWUIIPHBIM AHTMOMATO3 IIPEAIIONATaeTCsl BCIEICTBUE
muhPpy3HOTO IBYCTOPOHHETO YTOJIICHHS MEXIOIBKOBBIX MIEPETOPOTOK U HATHIHS
MEJIKHX, HEHTPOJOJEBBIX, IIIOX0 OTPAHUYEHHBIX Y3JIOBBIX YIIIOTHEHUM.

KontpactHocthas KT anruorpadus JIA sBrnsiercs mojie3HON B ONpeeIeHUH
TOTO, UMEIOTCA JIM JI0Ka3aTenbCcTBa Hanuuus omnepadenbHo XTJII'. D10 MOXKHO
OUYEPTUTHh TUIHMYHBIMU aHTHOTrpaduueckumMu pesyiabratamu npu XTJII, Takumwu
Kak ToJiHasi OOCTPYKLMS, CHAaWKUM U TEPEeTSHKKH, a UHTUMAaJbHbIE HapyIICHUS
Takke 0€30MMO0YHBI U HAJICKHBI, KaK U IU(PpOBasi CyOTpaKIIMOHHAST aHTHOTpadus
[55, 56]. C momomp0 MTaHHOH METOAUKH MOIYT OBITh HACHTH(PHIIUPOBAHBI
KoJTaTepaid OpOHXUAIbHOU apTepHH.

Tpaguuonnas jeroyHasi aHruorpadusi Bce erie BOCTpeOOBaHa BO MHOTHX
nentpax g auarHoctuku XTJII mpu uaeHTH(dUKAIMN TAIMEHTOB, Y KOTOPBIX
MoxeT ObITh 3(dektuBHa JIID [22]. Anruorpadusi mMoxer ObITh 0€30MacHO
BBITIOJTHEHA OMNBITHBIMU ~ CIIEIMATIUCTaMU y OonbHBIX ¢ Tspkenoun JIIT ¢
UCIIOJIb30BAaHUEM  COBPEMEHHBIX KOHTPACTHBIX BEIIECTB W  CEJIIEKTUBHBIX
UHBEKIMUA. AHrUorpadusi Takxke MOXKET ObITh IMOJE3HA B OI[EHKE BO3MOXKHBIX
BAaCKYJINTOB WJIH JIETOYHBIX aPTEPUOBEHO3HBIX TOPOKOB PA3BUTHSI.

7.1.8 Cepae4Hblii MATHUTHBIN pe30OHAHC

Cepneuynblii MarHUTHBIM PE30HAHC OOECIICUMBAET MPSAMYIO OIICHKY pa3mepa
IDK, mopdonoruto u QyHKIMIO, a TaKKe MO3BOJISIET MPOBECTH HEWHBA3UBHYIO
OIICHKY KPOBOTOKA, BKJIIOUas yJAapHBIA 00BEM, CEPACUHBIN BHIOPOC, pacIIMpEHUE
JIA u maccy IDK [57]. JlaHHbBIE cepeyHOr0o MarHUTHOTO PE30HAHCA MOT'YT OBITh
WCIIOJIB30BaHbl /11 OLIEHKW T'eMOJIMHAMUKHU TPaBbIX OTAEJIOB CEepAla, 0COOCHHO
JUTsL IocTieyromux 1eseid. CHUKEHHBIA yIapHbId 00BhEM, MOBBIIICHHBIM KOHEYHO
— nuactoiamdeckuii 00beM IDK W yMeHBIIEHHBIH KOHEYHO — JUACTOMYECCKUM
o0veM JIK, m3aMepeHHble Ha HMCXOJAHOM YpPOBHE, CBSI3aHbl C HEOIAronpusTHBIM
nporHo3oM. Cpeau Tpuaabl MPOTHOCTUYECKUX MPU3HAKOB, YBEJIWYEHHBIN
KOHEYHO-quactoiandeckui oonreM IDK wmoxer ObITh HamOoJiee ITOXXOISAIIUM
MAapKEpPOM TOCJEAYIONIEN MOCTENEHHO pa3BuBaronieiicas HegocrtarouyHoctu [DK
[58].
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7.1.9 AHaTu3bl KPOBH M MMMYHOJIOT U5

Perymnsipnas Guoxumusi, reMaToyIorust U UCCIEAOBAHUS TUPEOUTHON (YHKIIUU
HEOOXOJIMMBI BCEM MAIlMEHTaM, TAKKe KaK U Psii APYTUX HEOOXOIUMBIX aHAIH30B
KpoBU. CeposIoTHYECKHE aHAJIU3bl SBISIOTCA BaXXHBIMHM, YTOOBI OOHAPYXHTb
ocHoBHble 3CT, BHUY wu rematutsl. Jlo 40% mnaumentoB ¢ HMIIAI' umeror
NOBBILUEHHBI YPOBEHb AHTU-HYKJIEAPHBIX AHTUTEN, OOBIYHO B HHU3KOM THUTpPE
(1:80) [59]. Hanbomnee BakubiM miist uckarodeHust cpeau 3CT ABASETCS CHCTEMHBIH
CKJIEpO3, TMOCKOJBKY 3TO COCTOsIHUE oOJjajmaeT BbICOKOM udactotou JIAI'. AHTH-
LHEHTPOMEPHBIE AHTHUTENA, KaK TMPAaBUJIO, MOJOXKUTEIbHBI TPU OTrPaHUYECHHOU
CKJICPOJICPMUM U KaK Jpyrue aHTH-HYyKIeapHbie aHTHUTena, BKIrouaroT USDNA,
antu-Ro, U3-PHII, B23, Th/Thy, u U1-RNP. TIlpu auddy3som BapuaHte
ckiepoaepmMuu 00bdHO ToIokuUTeNbHO U3-PHIL ¥V nuir ¢ cucremuoit kpacHoi
BOJYAHKOW MOTYT OBbIThb HaWJeHBbl aHTUTeNa K aHTU-Kapauonumnuuy. [Ipu XTJIT
JOJDKEH OBITh BBINIOJIHEH CKPUHUHI TPOMOOQWINH, BKIIOYAIOIIHUNA ONpPENEIICHUE
aHTU(POCHONUNUIHBIX AHTUTEN, BOIYAHOYHOTO AHTHKOATYJISIHTA M AQHTUTEN K
anTu-kapauoaununy. TectupoBanue Ha BUY sBnsercs oOs3arensHbM. [{o 2% y
vl ¢ 3a0oneBaHUSAMM TiedeHu BblABIsieTca JIAD, mosToMy, €ciu OTMEUYEeHBI
KIIMHUYECKHE HapyIIEHUs, TO JODKHBI OBITh PAaCCMOTPEHBI (DYHKIMSA MEYEHU U
CEpOJIOTMYECKME MapKepbl remnaruta. 3aboieBaHUsl IIMTOBUJHOM JKENEe3bl 4acTO
obHapyxuatotcs npu JIAI u 10IKHBI BCcerja paccMaTpUBaThbcs, OCOOEHHO, KOra
MPOHUCXOJIAT PE3KNe U3MEHECHHUS B KIIMHUYECKOM TeueHun [60].

7.1.10 Y3U OproumiHoM 1mM0JI0CTH

[Huppo3 mnedyeHW u/UivM MOpTajdbHAasl TUIEPTEH3US MOTYT OBITh HAACKHO
UCKJTIOUEHBI ¢ nomotbio Y3 OpromHoi nonoctu. Micnonb3oBaHne KOHTPACTHBIX
BEIIECTB W JI00ABJICHUE IIBETHOTO JIOMIUIEPOBCKOTO CKAHUPOBAHHUS MOTYT
MOBBICUTh TOYHOCTHh auarHoctuku [61]. IlopranbHas rumepTeH3Us MOXKET OBITh
MOJNTBEPKICHA OOHAPY)KEHHWEM YBEIUYCHHUS TpPaJueHTa JABJICHUS MEXKIY
CBOOOIHBIMHU U OKKJIFOJIMPOBAHHBIMU (3aKJIIMHUBAHKE) MEYCHOYHBIMH BEHAMU IPH
nposeaeann KIIC [62].

7.1.11 Karerepu3anusi npaBbIX OTAEJ0B CepAla H Ba30PeaKTHBHOCTD

Jns noarBepxkaenuss auarnosa JIAIT tpeOyercs KIIC nns oueHku TsKecTH
IFeMOJVHAMMYECKUX HApYLUIEHUM W TPOBEPKH Ba30pPEaKTUBHOCTU JIETOYHOI'O
kpoBooOpamienusa. Korna KIIC BBIMOMHSAIOTCA B OMBITHBIX HEHTPAX, MPOLEAYPHI
UMEIOT HU3KYIO YacToTy 3abosneBaemoctu (1,1%) u cmeprHoctu (0,055%) [63]. B
xoge KIIC pomxHBl OBITH BBIABICHBI cleayromue mnapamerpsl:  JIAJ]
(cucTtonuueckoe, JUACTOIUYECKOE M CpPEAHEE), NaBJIEHWE IMPABOro Mpeacepaus,
J3JI', naBnenue IDK. CB nomkeH H3MEPSATHCS TPHUXKIBI MPEUMYIIECTBEHHO
METOAOM TEPMOAMIIONMU Wi MerogoM @Puka, €cid JOCTYIIHO BBIYUCIICHUE
NOTJIONIEHUsT Kuciaopoaa. Meronq ®uka sBISIETCS 0053aTEIbHBIM TMPU HATIUYHUU
CUCTEMHO-JIETOYHOIr0 IIyHTa. Bepxnss mnonas BeHa, JIA u cucreMHoe
apTepuasbHOE HACBIIIEHHE KUCIOPOIOM KPOBHU JOJDKHO OBITh TAKXKE OMPEAEITICHO.
Otu u3Mmepenus Heobxomumbl mia pacuera JICC. AnekBatHas 3anuck J[3JIA
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HeoOxoauma i nuddepenumansuoii  guarHoctuku  JIIT,  cBsizaHHOM ¢
3a00JIEBaHUSIMU JIEBBIX OT/ENOB cepala. B peakux ciydasx, KareTepusaius JeBbIX
OTZIEJIOB CepAlla MOXET ObITh HeoOXoauma i NPSAMOM OLIEHKM KOHEYHO -
nuactonuueckoro aasiaenus JOK. JI3JIA > 15 MM pT.CT. HCKIIIOYAET AUArHO3 Mpe.-
kamwusipuont  JIAT. Opnum  u3  HauOonee CIOXHBIX —auddepeHIIuanbHbIX
nuario3oB JIAD sBisieTcst cepaiedHasl HeA0CTaTOYHOCTh C HOPMaJIbHOM (pakuuen
BeIOpoca JIK u amactonmuueckoit auchynkiuer (takke cMm. pasaen 9.1) [64]. B
aTtoil kareropuu mnomnyisuuu, J[3JIA B COCTOSHMM TOKOS MOXET OBbITh Clierka
MOBBIIICHHBIM WJIM Ha Oojiee BBICOKOM KOHIIE HOPMAJIBHOTO JHara3oHa.
OObemMHBIE Harpy304Hbie U TeMOJAMHAMUYECKHE TECThl MOTYT II0Ka3aTh
HenponopiuoHaibHoe yBenuueHue J[3JIA, XoTs 3HAUMMOCTh 3TOr0 MOKAa3aTesis
erie MpeACTOMT BhIICHUTH. KopoHapHas aHruorpadus MOXKET MOTpeOOoBaThCs B
ciydae Hanmuuus (PaKTOpPOB pHCKA pPa3BUTHsI KOPOHApPHOW OONe3HW cepAara u
CTEHOKApAUU WM B CIy4ae ABOMHOM JIMCTUHT TPAHCIUIAHTAMHU JETKUX win JIDD
y 6osbHBIX ¢ XTJIT.

[Ipu JIAI" TecTupoBaHK€e Ba30PEAKTUBHOCTH JOJDKHO BBITOJIHATHCS BO BPEMS
muarHoctudyeckoil KIIC st BbISBIEHUS MallMEHTOB, Y KOTOPBIX MOXKET OBITh
s dexTuBHA IIUTENBHAS Tepanus 0jokaTopaMu KanbiueBbix kaHaioB (BKK) (cm.
takxke pazgen 7.3.3) [65, 66]. OcTpelii Ba30UIaTHPYIOMUNA TECT MOXET OBITh
IIPOBEJICH TOJILKO C MpErapaToM KOPOTKOTO JACHCTBUS, OE30MACHBIM U MPOCTHIM B
MPUMEHEHUHU 0€3 WM C OrpaHUYEHHBIMU CUCTEMHBIMU 3(dekrtamu. B HacTosiee
BpeMsi HamOoJiee 4acTO HCIOJIb3YeMbIM IperapaToM, MPUMEHSIEMBIM B OCTPOM
tectupoBanuu sBisiercss NO (Tabauya 9) [66]; Ha OCHOBE MPEIbIIYIIETO OIMbITA
[65, 67, 68] moka3zaHo, 4TO BHYTPHMBEHHBIN (B/B) 3MONPOCTCHOJ WU B/B aCHO3MH
TaK)kK€ MOTYT OBITh HWCIOJIb30BAaHBI B KA4ECTBE AIbTEPHATHUBHI (HO C PHUCKOM
CHCTEMHBIX cocynopactupstoumx 3ddexron) (Tabruya 10).

WHransuuoHHbI WIONPOCT W MEpopajbHBIM cuiigeHaduil MOryT ObITh
CBSI3aHBI C BBIPAKEHHBIMHU cocynopactmupsiomumu dddekramu. Mx poms B
nporHo3upoBanuu orBera Ha Ttepanuio bBbKK 1o cux mnop He Obuia
IPOJEMOHCTpUpOBaHa. I3-3a pHCKa MOTEHUHAIBHO OINACHBIX ISl KU3HH
ocioxxHeHuil, ucnonb3oBanne BKK mepopanbHO miam B/B Kak OCTpBIM TeCcT He
npuBeTCTBYeETCS. [1070)KUTENBHBIN OCTPBI OTBET ONPEACIIAETCS KAK YMEHbIICHUE
cpennero JIAJL > 10 MM pT.cT. 40 JOCTHXKEHHUST aOCONIOTHOTO 3HAYEHUS CPEIHETO
JIAJ] <40 MM pT. cT. ¢ yBenudeHHbIM Wi HemaMeHHbIM CB [66]. Tombsko ~ 10%
naiueHToB ¢ WJIAIT Oymer orBedarb 3TUM KpuTepusiM. [lo3uTHBHBIE OCTpbIE
OTBETUHUKH, CKOPEE BCErO, MOKAXKYT YCTOMYMBBIA OTBET HA JJIUTEIBHOE JICUEHUE
BeICOKUMH j03aMu BKK [66] ¥ TONbKO OHH SBISIOTCS TEMH ITallHCHTaMH,
KOTOPBIM MOKHO CIOKOWMHO MPUMEHHTH 3TOT BHJ Tepanuu. OKOJIO MOJOBUHBI
NITAT'-0CTpOIIONOKUTEIBHBIX ~ OTBETUMKOB  TAKXKE  MMEIOT  JUIATEIIbHBIN
MO3UTHUBHBIM OTBET Ha Tepanvio bKK u ToibkO B 3THX cCllydasx HPOAOJIKECHUE
BKK B KkauecTB€ €IMHCTBEHHOIO METOJA JICUEHUs SIBISAETCSA ONPABIAHHBIM.
[Tonb3a OCTPBIX TECTOB Ba30PEaKTUBHOCTU U JjuTenbHOE JieueHrne bKK GonbHBIX
¢ npyrumu tunamu JIAD, takumm kak HacneactBennsie JIAI', 3CT u BUY-
WHOUIIMPOBAHHBIX MAIMEHTOB sIBJsieTCs MeHee sicHoi, ueM WUJIAT. Tem He menee,
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3KCIIEPTHI PEKOMEHAYIOT MPOBEAECHUE UCCIEAOBAHUN OCTPON Ba30PEAKTUBHOCTH Y
ATUX OONBHBIX W I Moucka jiutensHoro orsera Ha BKK y tex, y koro tecr
MOJIOKUTENEH. JIOCTYNHBIX AAHHBIX O ToJb3e JuuTenbHoM Tepanun bKK 'y
6ompHBIX ¢ JII', cBsa3anHol ¢ BIIC HeT u, BciencTBue 3TOro eHHOCTh TPOBECHUS
VCCIICIOBAHUN  BA30pCAKTUBHOTM B JTOM CUTyalMH SBISIETCS  CIIOPHOM.
UccnenoBanust oCTpoll  Ba30pPEaKTHUBHOCTH Il BBISABJICHUS OOJBHBIX C
JUIMTEeNbHBIM ~ OnmaronpusiTibiM  otBeToM Ha bBKK He pekomennmyrorcs B
KIMHUYecKuX rpynmnax 2, 3, 4 u 5 (Tabauya 4).

Tadauma 10 Cnocod BBeaeHHS, NMEPUOA NOJYBbIBeJ€HHS, JUANA30H 103, LIar
NpupameHdss ¥ MNPOAOJKUTEJIbHOCTh NPUMEHEHUsl HauboJiee 4YacTO MCMOJb3yeMbIX
NMpenaparoB /JJis Jero4YHbIX Ba30peaKTUBHbIX TECTOB

IIpenapar Cnoco0 ITepuon JAunana3on Ilar IIpoxoJxu-
BBEJ/ICHHUSI | MOJIYBbIBEI. 103’ npupamenns’ TEJIbHOCTD®
DMoNpOCTEHO B/B 3 MHH 2-12 2 ur/xr/Mun 10 Mun
Hr/Kkr/MUH
AJlIeHO3UH B/B 5-10 cex 50-350 50 mr/xr/mMun 2 MUH
Mr/kr/MuH
Oxkcup azora naramanua | 15— 30 cek 10-20 - 5 mun®
u p.p.m

[IpennoxxeHsl HawanbHAsT W MAKCHUMAllbHO TI€peHOCHMas J03bl (MaKCHMajbHas /032
orpaHuueHa MmoooYHbIMH 3P (PeKTaMu, TAKUMHU KaK THIIOTOHUS, TOJIOBHAS 0O0JIh, TOKPACHEHHUE H T.JI.).
® IIlar MIPUPAIIEHHUS JO3bI PH KaXKIOM IIare.
¢ IIpoAOIKATENBHOCTD TPUMEHEHHUS HA KaXKIOM IIare.
d Jlns okcruta a30Ta MpeIokeH AUaras3oH 103 B PeiesiaX OHOro mara.

Pexomennaunu o KIIC u nccnenoBaHusM Ba3opeakTUBHOCTU MPEICTABICHBI
B Tabuye 11.

7.1 .12 /InarHoCTUYECKHA AJITOPUTM

JInarHOCTMYECKUN alrOpuTM IMOKa3zaH Ha Pucywke [: AMArHOCTUYECKUU
MPOIIECC HAYMHAETCS C BBISBICHUS HamMOOJiee PacHpOCTPAaHEHHBIX KIMHUYECKUX
rpynn JII' (rpynna 2 — 3a0oJsieBaHMs JIEBBIX OTNEJIOB cepAlla U Trpymma 3 —
3a00JIeBaHus JIETKUX), 3aTeM pasaudaioT 4 rpynny — XTJII' u, HakoHel, CTaBsT
JIMarHo3 W MPU3HAIOT pa3nuyHble Tumnbl B rpynne 1-JIAD' u peakue cocTosiHus B
rpymre 3.

JIAT' cnemyer paccmarpuBaTh mnpu audPepeHIHATLHON AUArHOCTHKE
BBIPQKEHHOW OJIBIINIKK, OOMOPOKOB, CTCHOKAPAWHM W/WIH TPOTPECCHUPYIOIIETO
OTPAaHUYEHHUSI JIEECIOCOOHOCTH, OCOOCHHO y MAaIlMEHTOB 0€3 0YEBUIHBIX (DAaKTOPOB
pHUCKa, CHMIITOMOB U MPU3HAKOB OOIIUX CEPACYHO-COCYIUCTHIX U PECIUPATOPHBIX
3a0oneBanuii. CrienuaiabHas THGOPMHUPOBAHHOCTh JOJKHA OBITH HANpaBlieHAa Ha
MAIMEHTOB C aCCOIMUPOBAHHBIMHM COCTOSHUSIMU W/Win (aKTOpaMH pHUCKaA ISt
pazsutus JIAIL, takux, kak cemeinbii anamue3, 3CT, BIIC, BUY-undexuus,
NOpTaJbHASl TUIEPTEH3US, T'€MOJUTHUYECKAas aHEMUsl WM HaJuyue B aHaMHE3e
yrnoTpeOJieHnsT TpernapaToB U TOKCHMHOB, C W3BECTHOM CIIOCOOHOCTHIO BBHI3BAThH
JAT (Tabnuya 8). B 1oBceqHEBHOW  KIMHUYCCKOW MpAKTUKE TakKas
OCBEJIOMJIEHHOCTh MOXKET ObITh HU3KOW. JI[' yarne HeoxumaHHO OOHAPYKUBAETCS
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MIPU TPAHCTOPAKAIBHON dXOKapArorpaduu, mMpoBEACHHOMN MO IPYTrUM MOKa3aHHUIM.

Tabauna 11 PekoMeHIaNMM 110 KATETEPU3AIUU MPABBIX OTAEJI0B cepana
(A) 1 BazopeakTUBHOMY TecTUPOBaHUIO (B)

Knacce® | YpoBens”

A

KIIC nokazana Bcem manmeHtam ¢ JIADIT s I C
IIOATBEPXKIACHUSA JUAarHo3a, OLEHKU TKECTH U IIpU
paccmorpenun JIADT  cnenuduueckoid  JIeKapCTBEHHOU

Tepanuu

KIIC nomxHa TOpoOBOAMTBCA IS MOATBEPKACHUS Ila C
spdexktuBoctn JIAIT cnenuduueckoit aexapCcTBEHHOM

Tepanuu

KIIC nmomkxkHa TOpOBOAMTBCA  JJIL  TOATBEPXKIACHUS Ila C

KIIMHUYECKOTO VYXYAIICHUST M B KayeCTBE OCHOBBI IS
OLICHKHU BIIUSTHUSA ACKaaIuu JeUeHUsT  W/uiH
KOMOWHUPOBAHHON TEpAIUU

B

BazopeakTuBHOE TECTUpPOBAHME MOKA3aHO MAMEHTaM C I C
WIIATI', nacnencrBenusiMu JIAIT u JIAID', cBSI3aHHBIMH C
AHOPEKTUKAMU, UCIIOJb3YETCs I BBISIBJIICHUS ITAlIUEHTOB,
KOTOPBIX MOXXHO JICUUTh C MOMOIIBIO BEICOKHX 7103 BKK

[lonoxuTenpHBIM  OTBET HA  Ba30pPEAaKTUBHBIA  TECT I C
onpenensiercss kKak ymeHblenue cpeanero JIAL > 10 mm
PT.CT. AJi1 JOCTHXKEHHsI aOCOIIOTHOTO 3HAYEHUS CPEIHEro
JIAZ] < 40 MM pT.CT. C YBEJIMYEHHBIM WJIM HEU3MEHHBIM
CB

BaszopeakTuBHOE TECTHUPOBAaHHUE JOJDKHO ITPOBOAUTHCS Ila
TOJIbKO B CIIEIMATTU3UPOBAHHBIX IIEHTPAX

BaSOpeaKTI/IBHOC TECCTUPOBAHUE OOJDKHO IIPOBOAUTHLCA C Ila
HCITOJIb30BAHHUECM OKCH A a30Ta KaK Ba3oguJiaTaropa

BaszopeakTuBHOE TECTHMpOBAaHHE MOXKET IPOBOJUTHCS U b
npu apyrux tunax JIAI

BazopeakTuBHOE TECTUPOBAHME MOXKET IPOBOJMTHCA C b
MCIOJIb30BaHUEM B/B 3MONPOCTEHOJA UM B/B aJICHO3MHA

[Ipumenenue nepopanpHoro win B/B BKK mpu octpom i
Ba30PCAKTUBHOM TECTHPOBAHUH HE PEKOMEHTYETCSI

O O O O O O

BazopeakTnBHOE ~ TECTMpOBAHME  [JJII  BBIIBJICHUSA i
NaIMeHTOB, KOTOPbIE MOTYT OBITh H3JI€YEHbl BBICOKMMHU
nozamu bKK He pekomenamyercs manueHtam C ApYyrumu
rpynnamu JII' (rpynmnst 2, 3,4 u 5)

? Knacc pekoMeHJaIuid.
® YpoBens gocToBepHOCTH.
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Ecmm nemnBasmBHasg oreHka coBMmectuma ¢ JII', ToO KIMHUYECKUM aHaAMHE3,
CUMIITOMBI, [IPU3HAKU, OKT, peHTrenorpadus IPYAHOU KJIETKH,
tpancTopakaiabHas OXOKI, (¢yHKIMOHAIBHBIC JIErOYHbIE TecThl  (ecin
notpedyeTcsi, BKJIOYas HOYHYHO okcuMerputo) u KT Bwicokoro pasperieHus
HEOOXOUMBI JUIS WACHTU(PUKAIMK HAIWYUSA TPYNIbl 2 — 3a00JIeBaHUM JIEBBIX
OTJIEJIOB Cep/Illa WiTK TPYMIbl 3 — 3a00JeBaHui JieTKuX. ECiu OHU He HalJIeHbl WX
ecom JIIT kaxercss «HENpONOPUHMOHAIBbHA» CTENEHU TSIKECTH, CIEAYET HCKaTh
MeHee pacnpocTpaHeHHble npuyuHbl  JII.  JIOMKHO  OBITH  pacCMOTPEHO

CKaHMpOBaHME  BeHTWiNWu/mepdy3un  jerkoro.  Ecinum  ckaHUpOBaHHE
BeHTWIAUK/TIepy3rHr  TOKa3biBa€T HECKOJBKO CErMEHTapHBIX  Je(eKTOB
nepys3uu, TO JOJDKEH OBITh 3amojo3peH auarHo3 rpynmel 4 - XTIIT.

Oxonuatenbubiii Auarno3 XTJII' (u onenka npurognoctu k JIZD) nmorpedyer KT
nerounyto anruorpaduio, KIIC u cenekruBHyio nerounytoo anruorpaduio. KT
TaK)K€ MOXKET TOKa3aTh MPHU3HAKH, mpeanosnaratomue rpynny 1° - DJIB. Ecmu
CKaHUPOBAaHUE BEHTWIAIMU/TIEpPYy3u HOPMalIbHO WM TOKa3bIBA€T TOJBKO
cyOcerMeHTapHble  «THE3AHBIe»  AepeKThl  mepdy3uu, TO  MPOBOJUTCS
npenBapuTeIbHas quardoctuka rpynmbl 1-JIAT unm pexe coctostHul rpymmsl 5. B
Tabnuye 12 B COOTBETCTBUM C BepoATHOCTBIO JIAI' mpencraBineHa TakTuKa
JNalbHEHIIero BeaeHMs, BrkMouyas mnokazanus i1 KIIC. JlonodHuTEnbHEIS
celM(pUUecKne AUArHOCTUYECKUE TECThI, BKIIOYAs IeMaTOJIOTHIO, OMOXMMHUIO,
MMMYHOJIOTHIO, CEpONIOTHIO U Y 3U MO3BOJAT YTOYHUTh OKOHYATENbHBIA TUATHO3.
OTkpblTass WM TOPAKOCKONHMYEcKas OWOICHsS JIETKOro Bie4YeT 3a co0oil
CYIIIECTBEHHBIN PUCK 3a00JI€BAEMOCTH U CMEPTHOCTH. M3-3a HU3KON BEPOSTHOCTH
M3MEHEHUM JTMAarHOCTUKHU U JICUCHUS, pyTUHHasi Ouornicus mnamueHTam c JIADT He
PEKOMEHAYETCH.

Ta6auua 12 BepositHocTh quarno3a JIAI' 1 npenioxkeHHAsi TAKTHKA BeACHUSA
B COOTBETCTBMH C 3XOKapauorpapuyeckoin amarnocruxkou JII' (Tabimuma 9),
CHMITOMBI U JOIOJHUTEIbHAS KJIMHUYecKass HHGopManus

b
Huskasi BepossiTHOCTB Auarnosa JIAI Kumace” | Yposenn

Oxokapauorpaduyeckuii  guarHo3  «manoBeposTHour  JII'», | C
CUMIITOMBI OTCYTCTBYIOT:
JIOTIOJIHUTEJIbHOE 00CIIeJOBAaHUE HE PEKOMEHYETCsI

Oxokapauorpaduueckuii  auarHo3  «MajgoBeposiTHor  JII'», | C
HaJlMyue CHMITOMOB M CBA3aHHBIX C HHUMH COCTOSHUM U
(dakTopoB pucka ans rpynns! 1-JIAL:

pEKOMEHIyeTCs 3X0oKapanorpadguueckoe odbcaeoBanmne

Oxokapauorpadguyeckuii  guarHo3  «manoBeposTHour  JII», I C
HaJM4YME€ CHMITOMOB, a TaKK€ OTCYTCTBHE aCCOIMHUPOBAHHBIX
cocTosiHUM win (HakTOpoB pucka Jyist rpynisl 1-JIAT:
PEKOMEHJTyeTCs OIIEHKA IPYTrUX MPUYUH CUMIITOMOB

Cpennsis BepossTHOCTh JIAT

Oxokapauorpadudyeckuii nuarHos «Bo3mMoxkHou JII'», 06e3 I C
CUMIITOMOB U OTCYTCTBHE AaCCOLMHPOBAHHBIX COCTOSIHUM WIH
dakTopoB pucka ans rpynnsl 1-JIAL:
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pEKOMEHIyeTCs 3X0Kaparorpadguueckoe odbcae0BaHne

Oxokapauorpaduyeckuil 1uarHos «Bo3MokHo# JII'», Hanuuwne b C
CHUMIITOMOB, a TAaKXX€ aCCOLIMUPOBAHHBIX COCTOSIHUNA U (aKTOPOB
pucka aist rpynnsl 1-JIAT:

MoxeT paccmaTrpuBatbest KITC

Oxoxkapauorpadudeckuil nuarto3 «Bo3MmoxHou JII'y, Hammdaue b C
CHUMIITOMOB, & TaKXe OTCYTCTBHE aCCOLUHPOBAHHBIX COCTOSIHUM
win  (dakropoB pucka st rpynnsl  1-JIAT: moryt ObITh
paccMOTpEHBI aJIbTepHATUBHAS JTMarHOCTHKA "
sxokapauorpadudeckoe  obOcienoBanue. Ecimu  cuMOTOMBI
MUHHMYM YMEPEHHO BBIPAKEHBI, TO MOXET PAacCMaTPUBATHCS

KIIC
Bbicokas BeposiTHOCTDH JIAT
Oxokapauorpaduueckuii  auarHo3d  «sepositHout  JII'», ¢ | C

CUMIITOMAMHM U HAJIWYMEM/OTCYTCTBUEM  acCOLMUPOBAHHBIX
COCTOSHUH WM (akTopoB pucka ig rpynnsl  1-JIAL:
pexomenayetcsi KIIC

Oxokapauorpaduueckuii  amarHo3  «BepositHout  JII'», 06e3 lla C
CUMITOMOB ¥  HaJU4YUEM/OTCYTCTBHEM  aCCOLMMPOBAHHBIX
cocTosiHUM win (akTopoB pucka ans rpynnsl 1-JIAL: cnenyer
paccmotpets KIIC

? Knacc pekoMeHaaIuii.
b
YpPOBEHBb JOCTOBEPHOCTH.

PexomeHanuu mo AMArHOCTUYECKON CTpaTeruu TpeAcTaBieHbl B Tabauye

13.

Tadaunma 13 PexoMeHaanyuy 1Mo TaKTHKE JHATHOCTHKH
Onpenenenue Knace® | YpoBensn'
CkaHupoBaHUE BEHTWISAIMW/TIEPPY3UU JIETKOTO PEKOMEHIYeTCs I C
namuearam ¢ Heoobsscaumoint JIIN mis uckiroueHus X TJIT
Konrpactaas KT anruorpadus JII' mokazana mpu oOciie1oBaHUN I C
60pHBIX ¢ XTJIT
PyruHHas Ouoxumusi, remMarosiorus, HMMYHOJIOTMS U TECThI I C

(yHKIMHM TIMTOBUIHOM Kejie3bl MOKa3aHbl BCEM MallMeHTaM C
JIAI' nns ompexaeneHus cHeu(UUECKUX aCCOIMHUPOBAHHBIX

COCTOSIHUI

Y3U OpromiHOM MOJOCTH MOKAa3aHO JUIsi CKPUHUHTA MOPTATBHOM I C
TUTICPTECH3UH

KT BbIcOKOro pa3spelicHus TOKHA paccMaTpUBATBCS Yy BCEX lla C
6onpHbIX ¢ JIT

OObruyHas neroyHasi anruorpadus JOHKHA pacCMaTpUBATHCA MPHU lla C
obcnenoBanuu 60bHBIX ¢ X TJIT

OTkpbiTasi WM TOPAKOCKONMYECKass OWOINCHUS JIETKOTO HE 11 C

pekomeHnayeTcsa nanueHtam ¢ JIAD

? Knacc pexoMeHauuii.
b
YPpOBEHb TOCTOBEPHOCTH.
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7.2 OneHKa TAKeCTH

Onenka TspkecTn 60abHBIX ¢ JIATT ocyliecTBIsIeTCS MEX Y TUarHOCTHYECKUM
MPOLIECCOM M TEpaleBTUYECKUM pelieHueM. KinuHuueckoe o0cieqoBaHue
MalUeHTa UrpaeT KIUEBYIO POJIb B BEIOOpE HAYAIBHOM CTaJUU JICUCHUSI, OIEHKE
OTBETa HA TeEpalMio, a TakKe BO3MOXKHYIO JCKaJallMI0 TEpalmuu B cliydae
HEOOXOIUMOCTH.

7.2.1 Kuunu4deckue, 3IXoKapauorpagpuyeckue M TreMOIMHAMHYECKHE
napaMeTpbl

M knuHMYeckas, W TEMOJWMHAMHUYECKash OlleHKa OOECIIeYMBaIOT Ba)KHOM
IPOrHOCTUYECKON HWH(MOpMAaIMEl, KOTOpask MOXET CIYKUTb PYKOBOACTBOM JIJIsI
KJIIMHUYECKOTO BEJEeHUA. DTU JaHHbIE ObUIM MOJYyYEHbI U3 KOTOPTHI MALIMEHTOB U
HE MOTYT 0€30IIMO0YHO OTpa)kaTh MPOTHO3 y MHAWBUAYAJIbHBIX Jull. [Ipornos B
3HAYUTEIILHOM CTeneHH 3aBUCUT OT 3trosiorun JIAT [69].

HecmoTpss Ha 3HAuWTENbHBIE pa3IMuMsd B CIENBIX  HU3MEPEHUsX,
dbyakmonanbabii kmace BO3 (BO3 - ©K) (Tabauya 14), ocraercs MOITHBIM
POrHOCTUYECKUM (haKTOPOM BbIKMBaeMOCTH. [Ipu oTcyTcTBUM JieueHUs: OOIbHBIX
¢ HacnencreeHHbIMU JIAT nmm WIIAT, ucropuueckue JaHHbIE CBUAECTEIBCTBYIOT O
cpenneil BepkuBaeMocT 6 mecsueB npu BO3 ©K 1V; 2,5 roga - npu BO3 ©K I
u 6 et npu BO3 ®K I u II [8]. DkcTpemymbl Bo3pacta (< 14 net wim > 65 ner),
camwxenue TOH, oOMoOpoku, KpoBoXapkaHbe, MpU3HAKK HemocTtaTodyHocTH DK
TaK)K€ CBUJIETENBCTBYIOT O INIOXOM ITporHose mpu MIIAT'.

Tabiuna 14 @OyHKIHUOHAJIbHAS KJIACCH(PUKANMS JIETOYHOW TUIePTEH3HH

nocJje Mo pUKALMH Hbro-Uopkcekont accoumanmen KapAHO0JI0r0B
(pyHKkHOHANBbHOM KJIaccupukanuu B coorsercrBuu ¢ BO3 1998
Kaacce | [TaneHThI ¢ JIErOYHON apTepHUaIbHON TMIIEPTEH3UEH, HO HE MPUBEALICH

K OrpaHMyYeHuI0 (¢u3nueckod axkTUBHOCTH. OObUHAsS QuznyecKas
AKTUBHOCTH HE MPUBOAUT K YPE3MEPHOI OJIBIIIKE WM YCTAOCTH, OOJHU B
IPYAH WIN IPeJ0OMOPOYHOMY COCTOSIHUIO.

Kuaacce 11 [TaniueHTBl ¢ JIETOYHOW THUIEPTEH3HMEH, MPHUBOAAIIEH K HEOOIBIIOMY
OrpaHUuYeHuI0  (usndyeckoil akTUBHOCTH. OHM YYBCTBYIOT CeOs
KOM(GOpPTHO B cocTOssHUH TOKOS. OObruHast (hu3nueckas NesATeIbHOCTb
IPUBOJAUT K BBIPAKEHHOW OJBIINIKE WIM yYTOMIIIEMOCTH, OOJIM B Ipyau
WIN Ipe0OMOPOYHOMY COCTOSIHUIO.

Kaacc 111 | [lanuenTsl ¢ J1€royHod THUNEpPTEH3WEH, NPHUBOJALIEH K pE3KOMY
OTpaHMYEHUIO0  (u3ndecko akTUBHOCTU. OHM YYBCTBYIOT ceOs
KOM(OPTHO B COCTOSIHMM IOKOs. MeHee ueM OObIYHas AEATEIbHOCTh
NPUBOJUT K BBIPAXKEHHOM OJBIIIKE WM YTOMJISIEMOCTH, OOJNM B Tpyau
WJIH ITPEeI0OMOPOYHOMY COCTOSIHUIO.

Kanacc IV | [lauueHTsI ¢ 1€ro4HON apTepUaIbHON THIEPTEH3UEN C HEBO3MOKHOCTBHIO
BBIMOJHATE JH00YI0 (DU3MUYECKYI0 aKTUBHOCTh 0€3 CHUMNTOMOB. Y 3THX
NAlMeHTOB MPHUCYTCTBYIOT SIBHbIE MPHU3HAKK IPaBOXKEIYI0YKOBOM
cepleyHOl HeAOCTaTOYHOCTH. OJBIIIKAa W/HUIM YTOMISIEMOCTH MOKET
ObITh naxke B mokoe. JluckomdopT yBenmuuuBaeTcs TMpH  JH000H
(HU3NUECKOIl aKTUBHOCTH.
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Oxokapauorpadusi MOPOKIAET MHOXKECTBO WHJICKCOB, a BBISBICHHBIC
MHOTOMEPHBIM ~ aHAJU30M  OOJAJal0T CaMbiM JIYYIIUM [POTHOCTHYECKUM
3HAYCHUEM M BKJIIOYAIOT MepuKapauanbHbiid BeIOT [70, 71], WHAEKCHPOBAaHHYIO
wiom@aab npaBoro mnpeacepaus [71], skcrentpuueckuit umuaeke JDK [71] wu
nommiep uuaekc [DK [72, 73]. Beruucnennoe cucronmueckoe JIAJL, moiaydeHHoe
OT  CKOPOCTH  CTPyd  TPEXCTBOPYATOM  pETypruTalid  HE  SBJISCTCH
nporHoctuueckuM [71]. CooOlieHO 0 MPOTHOCTHYECKOM 3HAYCHHH ILIOCKOCTH
CUCTOJIMYECKOM dKCKypcuu TpexcrBopuaroro koubia (IICOTK) [74].

['emomnHaMuueckue mokazaTenu, u3MepeHHble B Tokoe npu KIIC umeror
nporHoctuueckoe 3HaueHue [8]. K HuM oTHOCATCS HachlmeHue KuciopoaoM JIA,
napienue npasoro npencepausi, CB, JICC u 3ameTHBId Ba30pEAKTUBHBIA OTBET.
JIAJl Taxke oOJsiajaeT MPOTHOCTUYECKUM 3HAYEHUEM, HO MEHee HaACKHBIM,
MMOCKOJIbKY K KOHEYHOW CcTaguu 3a00JeBaHUS MOXET YIacTh C pPa3BUTHEM
Hegocratounoctu IDK. Hekoropble uccneqoBaHus MOKA3bIBAIOT, YTO CHUXKEHUE
aprepuanpbHoro O, HACBIIEHUS, HU3KOE CHCTOJIMYECKOE [aBJIEHWE KpPOBU U
yJalleHre MyJibca yXyIIIarT IporHo3 [75].

Hasnenue npaBoro mnpencepausi, CU u cpeanee JIAJl Obut BKIIOYEHBI B
dopmyny s mporHo3upoBaHus nporHo3a [8]. HewsBectHo, Moker 1 dTa
dbopMya MPUMEHSITHCS B COBPEMEHHOM KIIMHUYECKOU MPAKTHKE.

7.2.2 TonepaHTHOCTH K PU3UYECKOIl HATPY3Ke

s oobektuBHOM oneHkn TOH Tect 6 muHyTHOH X0460BI (TOMX) WU
CepAECYHO — JIETOYHBIM HArpy304HbIM TECT OOBIYHO MCIOJIB3YIOTCS Y OOJBHBIX C
JIAT.

TO6MX TeXHUUYECKH MPOCT, HEOPOr, BOCIPOU3BOANM M CTaHIAPTU3UPOBAH
[77]. B momonHeHue K MPOXOAMMOM MUCTAHIIMU PETUCTPUPYIOTCS OJBIIIKA MPH
dusnueckoit Harpyske (mkana bopra) u O, HacbIlIeHHE KPOBHU, B3ATON U3 Majbla.
[Mpomeamiee paccrosiaue < 332 M [78] nam < 250 m [79] u mecaryparus O, > 10%
[80] ykaswiBaroT Ha muroxoit mporuo3 JIAI'. OTHOCHTENILHO PE3yJIbTaTOB JICUCHHMS,
abcomoTHbie 3HadeHus > 380 M B TeueHUE NOCIEAYIOUX 3 MECsleB B/B
MPUMEHEHUST SIONPOCTEHOJA KOPPEJIMPOBAIO C YIYyYIIEHUEM BBDKHUBAEMOCTH
o6onmpHbIXx WMJIAI, Torma kak mo CpaBHEHUIO C HCXOJHBIMH JaHHBIMH POCTa
BBDKMBACMOCTH He oTMeueHO [79]. YBenuuenue paccrosuus npu TOMX ocraercs
MEepPBUYHON KOHEYHOW TOuKoiM B OombimHcTBe TnaBHbIX PKU mo JIAT. Tect He
ABJIAETCA JOCTAaTOYHO MOATBEPXKIAEHHbIM B mnoarpynmax JIAI' u 3aBucutr ot
BIMSHUSA (HO HE CKOPPEKTUpPOBAH JUIs) Beca Tela, IoJla, pOCTa, BO3pacra U
MOTHBAIIMH ITaIIUEHTOB [77].

[Ipu  cepAeyHO-JIETOYHOM  HAarpy304HOM TecTeé OOMEH Ta3oB W
BEHTWJIMPOBAHUE TMOCTOSHHO PETHMCTPUPYIOTCS BO BpeMsl BCEX JOMOTHUTEIBHBIX
ynpaxuenuid. [Ipu JIAT nopor anaspobOnoro nornomienus: O, U MUKOBasi Harpy3Ka
CHUKAIOTCS B 3aBHUCHUMOCTH OT TSIKECTH 3a00JIeBaHUS, KaK M MHUKOBas CKOPOCTh
paboOThl, MakCMMallbHas YacToTa CEepAEYHbIX CcokpamieHuii, O, nyasc u
sbdextuBHOCTh BeHTHasAuu [81]. Tlocmemyromuii MHOTOMEpHBIH — aHAIM3
KIIMHUYECKUX, TEMOJAMHAMUYECKUX M HArpy30YHBIX MapaMeTPOB MAKCUMAILHOTO
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noraomenus O, (< 10,4 mn O./Kr/MHUH) U MaKCHMaJbHOTO CHCTOIUYCCKOIO
apTepua’bHOro JAaBjieHUs BO Bpemsi Harpy3ku (< 120 MM pT.CT.) HE3aBUCHMO
MpeACKa3bIBAIM XYW porHo3 y 6omsHbIx UJIAT [75].

XoTs pe3ynbTaThl 000ux MeTo10B KoppenupytoT npu JIAIL', B8 PKU cepaeuno-
JIETOYHBIN HArpy30UHBIH TECT HE YIaJI0Ch MOATBEPANTh HaOmoaeHrneM TOMX [82,
83]. Xors oTCyTCTBHE CTaHIAPTU3AIMM M HEJIOCTATOUYHBIA OIBIT B BBINOJHCHHH
CepACUHO-JIETOYHOIO0 HAarpy304HOTO TecTa OBLIM OINpeAeNieHbl B KauyecTBe
OCHOBHBIX HPUYHUH, OOBICHSIOMMX 3TO HecooTBeTcTBUE [81], TOMX no cux mop
OCTaeTCsd €AUHCTBEHHOW MPUHATOW HArpy304YHOW KOHEYHOW TOYKOW JUIA
UCCIIeIOBaHUs OLEHKH dddexTuBHOCTH seyeHuss npu JIAD, pasperieHHO
VYnpaBieHHneM 1O KOHTPOJIO 3a MPOAYKTAMU MHUTAHUS W JIEKAPCTBEHHBIMU
cpeactBamu (CIJA) u EBponelickiuM areHTCTBOM M0 aTTECTALlMU JIEKAPCTBEHHBIX
npenapaToB. Hecmotpss Ha moapoOHbie pekoMeHmanuu [84, 85], obmenpuHsTas
CTaHAapTU3ALMS CEPACUHO-IETOYHOI0 HAarpy304HOIro TeCcTa B OTHOILLIEHHUU cOopa U
aHanu3a naHHbIX npu JIAIT oTcyrcTByer.

7.2.3 buoxummn4yeckue MapKepbl

buoxuMnueckre MapKepsbl MOSBIIUCH B TEUEHUE MOCIEAHETO JECATHICTUS B
KAauecTBE IMPHUBJIEKATEIbHOIO HEMHBAa3UBHOIO WHCTPYMEHTA I OLEHKU U
koHTposst nucyukiuu [DK y manuentos ¢ JIT'.

ChIBOpOTOUHAss MoOuU€Bas KHUCIOTa SIBISIETCA  MapKEepOM  HapylICHHs
OKHUCJIMUTENILHOTO MeTaboIn3Ma HIIEMU3UPOBAHHBIX TMEepUPEPUUECKUX TKaHEH.
Bricokuii ypoBeHb MOUEBOW KHCIIOTHI OBLI OMpeeSeH B COOTBETCTBUU C IJIOXOM
BbDKHMBaeMOCThIO OosibHBIX ¢ MJIAIT [86]. Omnako OGompHbIM ¢ JIAIT gacto
MPOIKCHIBAIOT AJUIOMYPUHOJ, a TUIEPYPUKEMUSI U JUYPETUKU OKa3bIBalOT CBOE
BIUSIHHE Ha COAECpKAHUE B IUIa3Me, CHUXAasg 3HAYCHHE KIMHUYECKOTO
MOHHUTOPHHTA, OCHOBAHHOT'O Ha YPOBHE MOUYEBOM KHUCIIOTHI.

IIpencepanslii HATPUNYPETUYECKU I MEeNTU]L 51 MO3TOBOU
Harpuitypetnueckuii nentun (BNP) pasnmenstor cxoxue ¢Qusmnonorndeckue
cBoiicTBa. O0a BBI3BIBAIOT PAaCIIUPEHUE COCYIIOB M HATpHUilype3, OCBOOOXKIAIOTCS
W3 MHUOKapJia B OTBET Ha IMPUCTEHOYHBIN cTpecc. MHTEpec K KIMHHUYECKOMY
IPUMEHEHUIO HATPUUYPETUUYECKOIO MENTUAA B MOHUTOPHUHIE€ HENOCTATOYHOCTH
IDK u3-3a xponnueckoit JII' 6b11 cocpenoToueH Ha BNP.

3akounTeNbHBIN 3Tan cuHTe3a BNP cocToUT U3 BBICOKO MOJEKYISIPHOTO
npeamecTBeHHuka, mpoMHII pacmiensiercss Ha OHONOTMYECKHM HEAKTHUBHBIM N-
koHueBol cerMmeHT (NT-npoMHII) u cooTBeTCTBEHHO HU3KO MOJIeKYIsipHbId BNP.
NT-npoMHII wumeer Oosiee IIUTENBHBIA TEPUOA TMOJypacnaga U JIY4IIYIo
CTaOMJILHOCTh KakK B IUPKYJIUPYIOMIEH KpOBU, TaK M IIOCJIE B3STHS MPOOBI.
Henocrarounocts IDK sBisiercss ocHoBHOM mnpuumHOou cMeptu npu JIAL, a
ypoBeb BNP/NT-npoMHII otpaxaer Tsbkecth muchynkimm [DK. Nagaya c
coaBT. [87] mokasamu, uro 0Ga3oBoe MemuanHoe 3HadeHne BNP (150 mr/mu)
OTAMYaeTcsi y OOJbHBIX € XOPOUIMM WJIM IJIOXUM mporHozoM. Y 49 wuz 60
narueHToB u3Mepenuss BNP Obutn moBTOpEHBI Yepe3 3 Mecsiia 1eneHanpaBieHHON
Tepanv¥ W CHOBa BEPXHECPEAWMHHBIN ypoBeHb (> 180 mr/mi) ObUT CBsI3aH ¢
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XyIIIUM OTHAJIEHHBIM NporHo3om. llmazmenssiii ypoBeHs BNP 3nauutensno
COKpaTWJICSL Y OCTaBIIMXCS B JKMBBIX, HO YBEJIMYWICS Y HEBBDKUBIIUX, HECMOTPS
Ha jedyeHue. B xome skcnepumenta ¢ yuactuem 68 mamueHntoB ¢ JIAL, cBsa3aHHOM
co ckaepoaepmueit, NT-npoMHII nuxe cpennero 553 nr/mi cBsizad ¢ nydiei 6-
MecsiuHOW M 1-meTHe#  BbDKHMBaeMocThio [88]. Hcmonb3oBanue pabouero
xapaktepuctnyeckoro ananmm3a (PXA) mokasano, uro moporoBas Touka NT-
npoMHIT 1400 nr/mn mporHo3upoBania 3 JETHUW HMCXOJ y 55 MalMeHTOB C
Tsoxenon npexammuispHon JII' [89]. CeiBoporounsiii ypoBeHb NT-npoMHIT Hibke
1400 nr/mn oka3zajics OCOOEHHO TMOJIE3HBIM JJII UJICHTHU(UKALMKM TAIMeHTOB C
XOpOIIMM TIPOTHO30M, KOTOpbI€ HE HYXKIAIOTCS B HJCKaJlallMM JICYCHUS B
OmpkaiiiemM OyayiieM, 4To ObLUIO MOATBEPKACHO HE3aBUCUMBIMU HCTOYHUKAMHU
[90]. Bonbiime wuccnenoBaHusi MCXOAOB TO-TIPESKHEMY TPEOYIOT Bepu(UKaIUU
MPEIOKEHHBIX MOPoroBeiX 3HaueHnd N T-npoMHIL.

VYeenmuuenne NT-npoMHII B nma3zmMe kpoBU B MOCIEAYIOIIEM ObLIO CBSI3aHO C
XyamuM mporao3om [88]. Heckonbko MOCHETHUX HCIBITAHUN O OIIEHKE HOBBIX
nekapctB npu JIATT wmu XTJII' coobmunu o 3HauntenbHOM cHUxkeHUH NT-
npoMHII y manirieHTOB Ha aKTUBHOE JIEUYEHHUE 110 CPAaBHEHMIO C TUIa1e0o.

[ToBbIIIEHHBIE TJITA3MEHHBIE YPOBHU CEpACUYHOro TpornonuHa T u TpornonuHa |
yCTaHABJIMBAIOT  CcHeHU(PUUYECKUE MapKepbl MOBPEXKJEHUS  MHUOKapjaa U
MPOTHOCTUYECKHUE TOKA3aTENU MPU OCTPOM KOPOHAPHOM CHUHAPOMOME M OCTPOH
JaeroyHod 3MOosmu. IloBBIIEHHBIM ceplaeyHbli TpomoHMH T  sBIsETCS
HE3aBUCHUMBIM MPEIUKTOPOM JIETATLHOIO0 UCX0Aa B TEUEHHUE MOCIEAYIOIIUX 2 JIET B
CIMHCTBCHHOM HcciaeqoBanud Ha 51 OomsHoM ¢ JIAT m 5 ¢ XTI [91]. V
HEKOTOPBIX MAI[MEHTOB C HA4yajoM JICUCHHS! CEpJeUYHbI TpOmOHUH T BpEeMEHHO
WJIM IOCTOSIHHO MCYE3a€T U3 IU1a3Mbl. 3HAUEHUE MOHUTOPHUHTA YPOBHSI CEPIEUHOTO
tponioHnHa T y GonbHbIX ¢ JII' mo-mpexkHeMy HYXJIaeTcsi B MOATBEPKIACHUU B
Oyaymux uccieioBaHUsAX. B Hacrosiiee BpeMs BEIETCS HCCIEIOBAaHUE APYTUX
ounomapkepos [92, 93].

B 3akitoueHue, HECKOJIBKO LHMPKYJIUPYIOMIUX OHOMApKEpOB MEpenaroT
IPOrHOCTUYECKYI0 HHpopManuio y OombHbIX ¢ JIAI, HO uxX 3HaueHue B
MOBCETHEBHOMN KIIMHUYECKON MPAKTUKE IO CHX MOP HE YCTAHOBIICHO.

[Tnasmennbie ypoBHH BNP/NT-mpoMHII q0/mkHBI OBITE PEKOMEHI0OBAHBI IS
HavyaJIbHOM CcTpaTU(UKAIIMU PUCKA U MOTYT OBITh PACCMOTPEHBI /I MOHUTOPUHTA
MOCTIEACTBUN JICUEHUS, B CBSI3M C UX MPOTHOCTHYECKWMM 3HaueHueM. Huskuii u
CTaOWJIBHBIA WM YMEHbIIEHHBIH Mmokazareab BNP/NT-npoMHII moxeT OBITH
MOJIE3HBIM TTOKa3aTeIeM ycremHoni 060pbObl ¢ 3a0oneBanuem mipu JIATL.

7.2.4 KoMjieKCHAas OlleHKA MPOrHo3a

Perynsippoe obcnenoBanue OonbHbIX ¢ JIADT crieqyer cocpegoTouuTh Ha
MOKa3aTeJsIX C YCTAaHOBJICHHBIMU MPOTHOCTUYECKUMM 3HAYCHUSIMM KaK OIKCAHO
BhIIIC. Perenns mo jedeHnuo JOKHBI OBITh OCHOBAHBI Ha TapaMeTpax, KOTOpPhIS
oTpaxkatoT cuMOTOMbl U TAOH, KOTOpBIE ABIAIOTCS 3HAYUMBIMU C TOYKH 3PCHUS
POTrHO3UPOBAHUS pe3ynbTaTa. He Bce mapameTpbl, HEOMHOKPATHO MOJYYEHHBIE Y
O0onmpHBIX JIAI', OIMHAKOBO XOPOIIO MOAXOMAT JUIS OIEHKH CTCIEHU TSKECTH
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3aboneBanus. Hanpumep, JIA/] uzmepsieTcst Ha peryasipHON OCHOBE, MO0 IMyTeM
KIIC, mubo »sxokapauorpadueii. Bemuuumna JIAJl mioxo Koppenupyer ¢
CUMIITOMAMH M HMCXOJOM, TaK KaK OHO ONPEAEISIETCA HE TOJIBKO IO CTEIECHU
ysenuuenust JICC, Ho u mpousBoautenbHocThio IDK. Takum obpa3zom, TObKO
JIAJl He IOMKHO UCIOJIb30BATHCS MJIsl MPUHSTUSA TEPANEBTUUYECKOTO penieHus. B
Tabauye 15 nepeyncieHbl HEKOTOPbIE MapaMeTPhbl C U3BECTHBIM MPOTHOCTUYECKUM
3HAYEHHUEM, KOTOpblE IIMPOKO MCHOJB3YIOTCA B KadyeCTBE MOCIEAYIOIIMX
UHCTpYMEHTOB. He Bce mnapameTpbl MOKHBI OBITH OILEHEHBI MpPH  KaXJI0M
nocemenuu (Tabauya 16), HO Ay TOro, YTOOBI UMETh YETKOE IMPECTaBIICHHUE,
BaXXHO CMOTPETh Ha MEPEUYEHb JAHHBIX, MOJYYEHHBIX MPU KIMHUYECKON OLICHKE,
Harpy304Hble TECThl, OWOXMMHYECKHE MapKephl, 3SXOKapauorpapuyeckue u
reMoAMHaMHuuecKre nokasarenu. KpaiiHe BaKHO IMOJararbCs HE TOJBKO Ha OJIMH
IapaMeTp, IOCKOJIBbKY HECKOJIBKO OLEHOK MOTYT IPENOCTABIATh Pa3IMYHbIC
pe3ynbrarhl. KpoMe TOro, HeT 4YETKUX MOPOTOBBIX 3HAYEHHMM NJisi KaKoro-imoo
OJTHOTO MapameTpa, KOTOPbIe MOTYT ObITh OINpeneIeHbl OTAEIBHO IS MAalMEHTOB C
XOPOIIUM | TIJIOXUM MPOrHO30M. B Tabauye 15 60abHBIE C XOPOITUM HIIH TIOXUM
IIPOTHO30M pa3AEJI€Hbl MPOMEKYTOUHOM TPYIIION, JJIs1 KOTOPOUM MPOTHO3UPOBAHUE
ABIIAETCA elle Oosiee TpyAHbIM. B Takux ciydasix B KaueCTBE JOMOJHHUTEIbHBIX
(akTOpOB, HE BKIIOYEHHBIX B Tabauyy 15, cienyer cuuTaTh BO3pacT, ITHOJIOTHUIO,
a TaK)Ke COMYTCTBYIOIINE 3a00JIEBaHUS.

Taouuna 15 ITapamerpsbl ¢ YCTAHOBJIEHHOM 3HAYUMOCTBIO JJI1 OLEHKU
CTeNleHU THXKECTH 3a00JieBaHUsl, CTAOMJIBLHOCTH M TmporHo3a mpu JIAT
(amanTuposano or McLaughlin u McGoon)

baaronpusitHeIN JleTepMHUHAHTBI HeOnaronpusitHbIi
NPOrHO3 NPOrHO3a NPOrHO3
Her Kimmanueckue npusnaku | Jla
HepocrarouyHoctu [DK
Mennennas Ckopoctb beicTpas
IPOrPECCUPOBAHUS
CUMIITOMOB
Her CuHKoOII a
I, 11 BO3-0OK \Y
Bospme (> 500 m)* T6MX Memnsie (< 300 m)
MakcumansHOe CepnedHo-JIeroYHbIi MakcumanibHOE

norpednenue O, > 15
MJI/MUH/KT

HArpy304HbIN TECT

norpednenne O, < 12
MJI/MUH/KT

HopmanbHsbie W [Ina3MeHHbIE YPOBHH OueHp  BBICOKME U
OJIU3KHU K HOPME BNP/NT-proBNP YBEJIMUYUBAIOIINECS
[lepukapananbHbIN Oxokapauorpaduueckue | IlepukapauanbHelii
BBIIIOT OTCYTCTBYET NOKa3aTen BBIINIOT

TICOTK® > 2,0 cm TICATK® < 1,5 cm

HAIIT < 8 MM pr.CcT. U I'emognHamMuka JAIII> 15 mM pr.cT. nim

CU > 2,5 JI/mun/m?

CU < 2,0 JI/mun/m?
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% B 3aBUCHMOCTH OT BO3pacTa.

® [ICOTK 1 9KcCyRaTHBHBII MEPUKAPAUT GBUTH BHIOPAHBI IOTOMY, YTO OHH MOTYT GBITh
BbISIBJIEHBI Y OOJIBIIMHCTBA MMAllUEHTOB.

BNP — mo3rosoii Hatpuitypernueckuii nentua, CU - cepaeunsiit uaaexkc; TOMX — tect
6 wMunytHoi xoawObl; Il — naBnenue mnpaBoro mnpencepaus; I[ICOTK — miockocTs
CHCTOIMYECKON AIKCKypcuu TpexcTtBopuatoro kiamana; BO3 @K - BO3 ¢yHKkuuoHaIbHBII
KJ1acc.

7.2.5 OnpenesieHre craryca NauMeHTa

Ha ocHOBe KIMHWYECKHWX, HEWHBA3WBHBIX W WHBA3UBHBIX PE3YJIbTATOB,
KJIMHUYECKOE COCTOSHUE TAIMeHTa MOXET OBITh OMpEeeNeHO Kak CTabuibHOe |
yIOBJIETBOPUTEIHHOE, CTAOMIILHOE, HO HE YAOBIIETBOPUTEIHHOE, HECTAOMILHOE U
U yXyIIIeHue:

CmabunvHoe u yoosnemseopumenbHoe - MallueHThl B ’TOM COCTOSIHUM JTOJKHbI
COOTBETCTBOBAaTh  OOJBITMHCTBY  BBIBOJIOB, TIEPEUMCICHHBIX B  KOJIOHKE
«OmaronpusTHBIN TPOrHO3» Tabauyst 15. B 4acTHOCTH, MAIIMEHT XapaKTEPU3YeTCs
OTCYTCTBHEM KIIMHUYECKUX MpH3HaKoB HemocraTrouHocTr DK [79], cTtabunbHOrO
®K BO3 I wim II 6e3 morepu coznanmst, TOMX > 500 m [79, 95] B 3aBUCHMOCTH
OT WHIWBHIYAJIbHBIX OCOOCHHOCTEW TMallMeHTa, MakcuMaiabHas oO0veM O, > 15
Mi/MuH/Kr [75, 96], HOpMaIbHBIE WM TOYTH HOPMAaJbHBIC MJIa3MEHHBIC YPOBHH
BNP/NT-npoMHII [87, 89], orcyrcTBHEe 3KccymatmBHOro mepukapmuta [7], 1
IUIOCKOCTh CUCTOJIMUECKON dKCKYpcUn TpukycnuaaibHoro komnbia (IIC3TK) > 2.0
cMm [74], naBnenue npaporo npeacepaus < 8 mm prt. cr. u CU > 2.5 n/mun/m [2, 8,
79, 95, 97, 98].

CmabunvHoe u HeyooenemeopumenbHoe - 3TO TALKUEHT, KOTOPbIA XOTS U
CTaOWJIbHBIN, HE JOCTUI CTaryca, KOTOPbIM MalMeHT W Jieyalluid Bpay Oyjaer
paccMaTpHBaTh Kak JKeJaTeabHbIH. HekoTophle M3 OMMCAHHBIX BBIIIE MPEACIIOB
JUTSE CTAOUITLHOTO M YIOBJIETBOPHUTEILHOT'O COCTOSHUS W, BKIIOUCHHBIC B MEPBYIO
KOJIOHKY Tabnuupl 15, He BBINOJHSIOTCA. DTH MHaIlMEHThl TPEOYIOT MOBTOPHOM
OLICHKM M Yy4yeTa JOMOJHUTEIBHOIO WM JPYroro JI€UYEHHs IMOCie TMOJHOTO
o0cCIeoBaHMsI B CIIEUAIM3UPOBAHHOM TIEHTpE (M1 ONIPEESIICHUs CM. OT/ACIbHBIHI
MYHKT).

Hecmabunvnoe u yxyowenue - NalueHTbl B 3TOM COCTOSIHUU COOTBETCTBYIOT
OOJBITMHCTBY W3 BBIBOJOB, IEPEYNCICHHBIX B KOJOHKE «HEOIArompUsSTHBINA
nporo3y» Tabauyer 15. B 4acTHOCTH, MAIlMEHT XapaKTEPU3YeTCs MOKa3aTessIMU
MIPOTPECCUPOBAHUS CUMIITOMOB U MPU3HAKOB HepocTarouHocTr [DK, yxymmenuem
®K BO3, t.e. ot II mo IIl wum ot III k IV, paccrosaue mpu TOMX < 300 m [79,
95], makcumanbHbIE 00BeM O, < 12 Mma/mus/kr [75], yBenuueHwe ypOBHs
BNP/NT-npoMHIT B mnasme kpoBu [87, 89], mnpusHaku 3KCCyTaTHBHOTO
nepukapauta [71], [ICOTK < 1,5 cm [74], naBneHue mpaBoro npeacepaus > 15 mm
pr.cT. 1 Bbime wim CU < 2.0 n/mun/m u vwke [8, 79, 95, 97, 98]. Knunuueckue
NpeayNpexIaloNINe MPU3HAKKM HapacTalollero OTeka W/Wih HeoOXOAUMOCTH B
ACKaJlallid  MOYETOHHOW  Tepamuy, HOBOE€ HAyajo0 WM  yBEIWYEHUE
YaCTOTHI/TSDKECTH CTEHOKAPAUU, KOTOPbIE MOTYT OBITh MPH3HAKAMHU YXYALICHHS
¢byrakiuu DK, Hauano uam yBeIuveHHE 4acTOThl 0OMOPOKOB, KOTOPBIE SBJISIOTCS
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YacTbIM MPAYHBIM MIPOrHOCTUYECKHM NPHU3HAKOM H TPEOYIOT HEMEIJICHHOIO
BHUMAaHUS, TaK KaK MMPEIBELIAI0OT CEPIEUHYI0 HEAOCTAaTOYHOCTh HU3KOTO BhIOpoOCa.
B Takom COCTOSSHMM MOTYT paccMaTpUBaThCsS CYNPAaBEHTPUKYIISIPHBIE ApUTMHH,
KOTOpbIE€ BHOCAT BKJIAJl B KIIMHUYECKOE YXYIILLICHUE.

7.2.6 Hean JjedyeHHus] W TMOCTEAYIOIIAs TAKTHKA BelAeHHs] (CM. TaKiKe
paznen 7.3.7 u Taonuuyy 22)

Llenn nedeHus, KOTOpPbIE MOTIYT pacCMarpuBarbCs y manueHTtoB ¢ JIAT,
MIEPEYHCIICHBI B CTOJNOIE «OMpe/eleHrne CTaOuIbHOE U YAOBIECTBOPUTEIBHOEY U B
KOJIOHKE «OJIaronpusTHBIA MPOTHO3» Tabauyst 15.

[leneBble mOKa3aTeNd W IENM JICUEHHUS JOJDKHBI OBITh aJalTUPOBAHBI K
KOHKpeTHOMY nauueHty. Hampumep, TOMX > 400 M, kak mpaBUIIO, CUUTAETCA
npuemiieMbiM y OonbHbIX JIAI'. Mosoapie manueHThl 4acTo CIOCOOHBI MPOUTH
500 m wm Gonee, HecMoTps Ha Haymuue Tsokenoi JII' u qucdynknuu TDK. ¥V atux
OONBbHBIX, JOMOJHUTENBHBI HArpy304HBIA TECT C  CEePACHYHO-JIETOYHBIM
Harpy3ouHbiM TecToM u/unu KIIC siBnsieTcst 0coO€HHO TOJE3HBIM AJIsE TOTO, YTOOBI
noJiyduTh Oosiee jocroBepHyto oneHKy pyHkiuu [DK. TlukoBeii o6vem O,, O,
MyJbC, MUKOBOE CHUCTOIMYECKOE KPOBSIHOE JAaBIIEHHE BO BpEMS HArpy3Ku H
MUHYTHass ~ BEHTHJIIHSI/CKOIICHHOE  MPOW3BOACTBO  JBYOKHCH  yIJIEpOja
(3 deKTUBHOCTH BEHTWISALINH ) MPEAOCTABIAIOT BAKHYIO HH(DOpMAIIKIO 0 QYHKIIMU
IDK Bo Bpemss wHarpy3ku [75, 96]. Buomapkepsi, sxokapauorpadus, KIIC
ABJISIIOTCA  JIOTIOJIHUTEIbHBIMU  TOJIE3HBIMH MHCTPYMEHTaMHU, 4YTOOBI DPELIUTH,
MOXKET JIM  TAalMeHT cuuTaThCsi crabuwibHbIM. [Ipennaraemast mociegyrouas
TakTuKa BeAeHus naueHToB ¢ JIAI nmpusenena B Tabauye 16.

Tab6muuma 16 Ilpeanaraemble MCCIe0BAHMS W CPOKHM IPOBeJCHUS

o0cienoBanus 00JbHbIX ¢ JIAT
B ucxone Ka:xapie 3 — 6 3-4 mecsina B ciyuae
(10 Tepanum) MecsieB’ 1mocJjie HayaJjia KJIMHUY.
Wi yYXYIIICHUSA
U3MEHEHUH B
Tepanuu

KiuHuY. oneHKa v v v v
BO3-®K KT
T6MXP v v v v
Cepaeuno- v v v
JIETOYHBIH
HArpy304. TeCT 8
BNP/NT- v v v v
proBNP
IXOKTI' v v v
KIIC v ¢ v d v d

a I/IHTepBaJ'II)I JOJIZKHBI ObLITH aanTUpoOBaHbl K HWHIAWBHUAYAJIbHBIM HOTpe6HOCT$IM
IIalfUCHTOB.

b OOBIYHO BEINTOJIHAETCS OJHWH 13 NBYX HAIrpy30YHBIX TCCTOB.

“ Pekomengosano (Tabmuma 11A).

45



9 Nomxkusl npoBoautses (Tabmuua 11A).

BNP — Mo3roBoii HaTpuitypetraeckuii nentua; DKI - anektpokapauorpamma; KIIC —
KaTeTepu3alys MpaBbIX oTAEN0B cepaua; TOMD — tect 6 MunyTHOH x0a6061; BO3 @K - BO3
(GyHKIMOHAIBHBIN Ki1acc.

OO1enpUHATOTO KOHCEHCYCa O TOM, KOTJja U KaK 4acTO HY>KHO BBINOJHSTH
nocinenytomue KIIC He cymecrByer. HekoTopeie, HO HE Bce, SKCIIEPTHBIE LIEHTPBI
perynsipao BbimodHAT KIIC, Hampumep pa3 B roa. Hekoropbie UEHTpHI
ucnonb3yroT KIIC Bcsikuil pa3, Koraa paccMaTpyuBarOTCsl U3MEHEHUS B JICUCHUH, B
TO BpeMs Kak apyrue peryisipHo BbinosiHAOT KIIC kaxnaeie 3-6 MmecsiueB mociie
HOBOT'O JIEYEHHS, KOTOpOe OBLIO HAayaTo C LEJIbI0 JOCTHXKEHHsS HEOO0XOIUMOIo
ypoBHA reMoauHaMukd. C TOUKHU 3peHHs] MPOTHOCTUYECKOTO 3HAUYEHMsI, Hanbosee
NOAXOJAIIMMHA T€MOJMHAMHUYECKAMH IIOKA3aTesIMU  SABIIIIOTCA  CEpACHHBIN
BeIOpoc (CB), nmaBnenue mpasoro mpencepaust (JIIIl) u cmemannoe BeHO3HOE
HACBIIIEHUE KUCIOPOAOM, TO €CTh T€ HapaMeTpbl, KOTOPbIE OTPAXaroT (HYHKIHUIO
IDK. Pekomenmauuu no ucnonb3oBanuio [IKC y 6onenbix JIAI' npeacraBiieHbl B
Tabauye 11.

Pekomenpanuu 1o OLIEHKE TSXKECTH U IOCIEAYIOLIEro HaOJOIEHUS
npuBeieHbl B Tabmuie 17.

Taouuua 17 PekomeHnganum no oueHKe TS2KeCTH U 00¢J1e10BAHUSA
Onpeneenne Kinace® | Ypoensn”
PexomeHyeTcsi OLIGHUTh CTENEHb TSHKECTH OOJIbHBIX C I C
JIAT nmpu momoiu Habopa MaHHBIX, MOJYYECHHBIX MPH
KIIMHAYECKOM OO0CIIeIOBAaHWH, PE3YIhTaTOB HArpy30YHBIX
TECTOB, OMOXMMHUYECKHUX MAapKepoB, 3XoKapauorpadu-
YeCKOW U TeMOJAMHaMHU4YecKor orieHKH (Tabauya 15)
PexomeHyeTcss NMPOBOAUTH PETYISPHOE OOCIEI0BaHUE I C
Kaxple 3-6 mecsiueB ( Tabauya 16), a Takke CTAOUITbHBIX
nanueHToB ¢ JIAT
VY nanuentoB ¢ JIAI' pekomeHayeTcs LieJeHalpaBiIeHHas I C
TaKTHKA JICUYCHUS

& Knacc pexoMeHaaluii.
b YPOBEHB TOCTOBEPHOCTH.

7.3 Tepanus

3a mocieaHue HECKOJIBbKO JeT, jedeHue JIAD' mpereprneno 3HA4YMTEIBHYIO
ABOJIIOIMIO, KOTOpasi MpHUBENa K HBIHEIIHEMY OJOOPEHHUIO PEryIUpPYIOUUMU
opraHaMH BOCBMH IIpENapaToB ¢ pa3IMYHBIMU MYTSIMU BBeICHUS. B Ommkaliiem
OyaymieM  OXHUIAIOTCS  JIOMOJHUTENbHBIC  JICKAPCTBEHHBIE  IMpEnaparhl.
CoBpeMeHHass MEIMKaMEHTO3HAasi Tepanus NOPUBOAUT K  3HAYUTEIBHOMY
YIYYIIEHUIO CUMIITOMAaTHYECKOrO CTaTyca MNalMeHTOB W 3aMEUIIeT TEMIIbI
KJIIMHUYECKOTo yxyaumeHus. Kpome Toro, B MeTa-aHanuse, nposeaeHHoOM B 23 PKU
¢ 6ompHbIMU JIATT (omyOnukoBaHHBIX 10 OKTsIOps 2008 r.) coobmiaercs o 43%-
HOM CHIKEHHUHM CMEPTHOCTH U 61% CcoKpallleHHH ToCNUTaIu3aluud y OOJbHBIX,
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MOJYYaBIINX CHEMU(PUIECKYI0 METUKAMEHTO3HYIO TEPanui0 MPOTHB MAI[MEHTOB,
paHAOMHU3MPOBaHHBIX ¢ Tutanebo [99]. DT pe3ynbTarhl, OCTUTHYTHIC IIOCIE
cpenHero mnepuoja JjedeHus ot 14,3 Hexenb, MOATBEPXKAAIOT 3(P(HEKTUBHOCTD
YTBEPXKIECHHBIX B HacTosLee BpeMs npenaparos Ui tepanuu JIAI'. HecmoTpst Ha
5TOT BBIBOA, JIAI' OcTaeTrcss Hem3neunMMbIM XpOHHYECKUM 3aboseBaHueM. Kpome
TOr0, MEAUKAMEHTO3HbIE W HWHTEPBEHLIMOHHBIE METO/ABI JieueHus Ooiee
3aIlyIEHHBIX CIy4aeB OCTAIOTCS WMHBA3UBHBIMM W O0JIAZAIOT TOABEPKEHHBIMU
3HAYUTEIbHBIMU TOOOYHBIMH 3P PeKTaMu.

Tepanus 6onbHBIX JIAIT HE MOXKET paccMaTpuBaTbCs KakK MPOCTOM pelent
[PEernapaToB, a XapaKTEPU3YETCs CIOKHOM CTpaTerneu, KoTopask BKIIOYAET OLICHKY
TSYKECTH, NOJJIEPKUBAIONINE U O0IMEe MEphI, OLEHKY Ba30PEAaKTUBHOCTH, OLEHKY
3¢ pexkTuBHOCTH, a  Takke  KOMOMHALIMIO  Pa3jMYHBIX  JIEKAPCTB  C
MHTEPBEHIIMOHHBIMU BMeIIaTeNbcTBaMu. Ha 51000M M3 3THX 3TamnoB, 3HAHUS H
ONBIT OTBETCTBEHHOI'O Bpadya MMEIOT BAXKHOE 3HAYEHUE JJIs1 ONTHUMM3ALUU
HMMEIOIIMXCS PECYPCOB.

7.3.1 O01me mepbl

[Mauentsr ¢ JIAIT Hyk&DalTCs B pa3syMHBIX COBETax IO oOImIen
NESITENLHOCTH, TIOBCEIHEBHOM JKM3HM M HEOOXOAMMOCTH  aJanTalud K
HEOIPEJICTICHHOCTH, CBSI3aHHOW C CEPbE3HBIMHU XPOHUUYECKUMHU YrPOKAIOIIUMHU
KU3HU OoJe3HsIMU. JluarHo3 OOBIYHO JTa€T ONPECICHHYIO CTENEeHb COLMATbHOM
w3omatuu  [100]. Tloompenwe cpead MalMEHTOB UM YJICHOB HX CEMEH
MPUCOCUHUTLCS K  TPyINmaM  TOAJASPKKM  MAllMEHTOB  MOXKET  OKas3aTh
MOJIOKUTEIPHOE BO3/ICUCTBUE HA TICUXOJIOTMYECKOE COCTOSIHUE, JOBEpHE U
MIPOTHO3.

Duzuueckas akmMueHOCMs U KOHMPOIUPYeMas peadurumayusl

Hackonbko Mo3BOJISIIOT CUMIITOMBI 3a00J1€BaHUs OOJIbHBIX CIEYET MOOLIPSThH
ObITh aKTUBHBIMM. Jlomyckaercs jerkas OJbIlIKa, OAHAKO MAallMeHThl JOJDKHBI
n30eraTh HallPsHKEHUS, KOTOPOE IPUBOJUT K TSKEIOM OABIIIKE, TOJIOBOKPYKEHUIO
i Oomu B rpyau. HenmaBHee wuccnenoBaHue TMOKa3alo LEHHOCTh Y4eOHOM
IporpaMMbl 110  COBEpIICHCTBOBAHHMIO  BBIMONHEHUs  ympaxkHenuit  [101].
[Tanyentam cnegyer m30eratb 4pe3MepHOM (PU3MUECKOM aKTUBHOCTH, KOTOpas
MPUBOAUT K TPEBOKHBIM CUMITOMaM, HO, KOrja ¢puzndeckas I1eTPeHHPOBAHHOCTh
MO’KET IIPOBOJUTHCS HAOIIOAaTEeIbHOM Harpy304HO peabrinTanuen.

OnHO U3 HETAaBHUX UCCIEN0BaHUM MoKa3ano yaydmenne TOH y manueHTos ¢
JIAT', xoTopble mpHUHsUIIM ydacTue B yueOHOHM nporpamme. Ilepen tem kak Oyayt
CIENaHbl  COOTBETCTBYIOLIME  PEKOMEHAAMU  HEOOXOJUMO  TOJIyYUTh
nononHuTenbHbie  cBemeHus [101].  VYBenwmuuBaeTcs KOJIMYECTBO  JAHHBIX
HOATBEPKAAIOIMINX TOTEPI Nepuepudeckord MBIIIEYHOW MAacChl y OOJBHBIX C
nporpeccupytomieii  JIAI, m 3T0 MoeT OBITb HCIPaBICHO ITOCPEACTBOM
OMpeIeTICHHON MPOTPaMMBbl PeaOUIIUTALINH.

EepemeHnocmb, KOHNIPOJlb poofcdaemocmu u nocmKiaumakmepudecka:
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2OPMOHANbHASL MePanusl

CymectByer 3akimoueHne BO3, npakTuueckue pyKOBOACTBA U DKCHEPTHBIN
Koncencycusiii tokymeHT ESC [102] o Tom, uTo 6epemeHHOCTH cBsizaHa ¢ 30-50%
cmeptHOoCcThIO y mareHTtoB ¢ JIAIT [103] wu, kak cnencrtBue, JIAIT sBisiercs
IPOTUBOIIOKAa3aHUEM K OEpeMEHHOCTH. MEHbIINNH KOHCEHCYC CYIIECTBYET
OTHOCUTEJIBHO HamOoJyiee MPUEMJIEMBIX METOJIOB PETYIMPOBAHUS POXKIAEMOCTH.
Metoasl  KOHTpauenuuu — Oe3omacHbl  JUIsl  MalMeHTa, HO  00JajaroT
HenpenckazyembiM 3¢ dexkToM. llpenapaTel, coaepikaiue TONBKO MPOrecTEPOH,
TakMe Kak  MEJIPOKCUIIPOreCTEepOHAlleTaT U ATOHOrECTpeNl  SBISAIOTCS
3 (PEeKTUBHBIMU TPOTUBO3AYATOYHBIMH CPEJCTBAMH U TIO3BOJIIIOT H30€XKaTh
NOTEHIMAJIbHBIE TPOOJIEMBI ICTPOr€HOB, KOTOPBIE BKJIIOUEHBI B CTAPOE MOKOJIECHUE
muHu-Tabnerok [104]. Crneayer NOMHUTB, YTO aAHTAarOHUCT PEIECNTOPOB
snorennHa (APD) OoceHTan MoOkeT CHH3UTh S()(OEKTHBHOCTh OpPATBbHBIX
KOHTpalenTuBHeIX cpenctB. Karymka Mupena takke s¢ddexTuBHA, HO mpuU
YCTAaHOBKE PEIKO MPUBOAMT K Ba30BarajJbHOM pEaKIMH, KOTOpas MOXKET IUIOXO
nepeHocutcs npu Tsokenbix JIADL [104]. Takke MoKeT OBITH HCIIOJIB30BaHA
KOMOUMHaIMg JABYX MeTonoB. IlaneHT, KOTOpBIM CTaHOBUTCA OepeMEeHHbIM
JOJKEeH ObITh MHPOPMHUPOBAH O BBICOKOM PHCKE OEPEMEHHOCTH, TAKKE JOJDKHO
o0cyXJ1aTbcs MpEpbIBAHUE OEPEMEHHOCTH. Y TEeX MAlMEHTOB, KOTOPbIE BBHIOPATU
IpOI0JKEHNE OEPEMEHHOCTH CIENYeT MPUMEHATh CENU(PUUECKYIO, CBI3AHHYIO C
3a00JIeBaHUEM Tepanuio, 3alUIaHUPOBAHHBIA CHOCOO pOJOpA3pElICHUs] U
3¢ (}EeKTUBHOE TECHOE COTPYJHUYECTBO MEXKIYy akymepamu U komanaou JIAT
[105, 106].

Hesicno, sBnsiercss nM  1e51ecO00pa3HbIM  KCIIOJIb30BAaHUE TOPMOHAIBHON
TEpanuu y SKEHIIUH TOCIEeMEHONay3albHOro mepruona. ITO MOXKET ObITh
pPacCMOTPEHO B CIIydasX TSKEJIbIX CHMIITOMOB MEHOMNAay3bl B KOMOHWHAIMU C
OpaJIbHBIMU aHTHKOATYJISTHTaMH.

Ilymewecmeus

HccnenoBaHuii ¢ WCHONB30BAaHMEM HMUTALMM TOJE€TA ISl ONpPEACIICHUS
HEOOXOAMMOCTH NOMOJHUTENHHOTO O, B XO/€ AJUTENbHBIX MOJIETOB Yy OOJBHBIX
JIA' ne cymectByer. W3BecTHbie ¢usnonorunueckue 3(OGEKTbl TUIOKCUU
IpearonaraoT, 4To npu nosere npumeHeHue O, cieayeT paccMaTpuBaTh Y
nanueHToB ¢ BO3-®OK I u IV u y mun ¢ pasiennem O, apTepuanbHON KPOBU
cootBeTcTBeHHO < 8 klla (60 MM prt.cT.). Pacxong 2 7n/MHH TIOBBICHT JaBJICHUE
Babixaemoro O, 10 3HAUYEHMI paccMaTpUBaeMbIX Ha ypoBHE Mops. Kpome Toro,
TaKye MaIUEHTHl He MODKHBI HaxogWuThbcsd Ha BBIcOTE BhIme 1500-2000 m Oe3
nononHutenbHoro O, IlanmmeHtam cienyer peKOMEHAOBATh IOE3AKU C
uHpopmarmein o Hammuuu y HuX JIAI' B NUCBMEHHOM BHJZIE, a TaKXKe Kak
oOpatuthCcsi B MecTHble KiauHUKHA JII', pacmosio’keHHbIE B HEMOCPEICTBEHHOM
OJIM30CTU OT MECT, TJI€ OHU MyTEIIECTBYIOT.

Icuxocoyuanvrasn nooodepaicka
VY muorux mamueHToB ¢ JIAI pa3BuBarTCs OECHOKOMCTBO M JEMPECCUH,
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BEAYIINE K YXYIIICHUIO KadecTBa >XU3HU. B ciiyuae HEOOXOAMMOCTH TOHKHO
ObITh C/ENaHO CBOEBPEMEHHOE HAIpPaBJICHUE K I[ICUXHUATPY WU ICUXOJIOTY.
HNudopmanuio o cTeneHu TAKECTH 3a00JIEBaHUSI MOXKHO MOJIYYUTh U3 OOJBLIOTO
KOJIMYECTBA  HEMPO(ECCHOHATBHBIX  HCTOYHHUKOB, a  BaXHai1  poJib
MEXIUCUUIUIMHAPHBIX KoMaHA 1o JIAD 3axmouaercss B o0ecrieueHUU OOJIBbHBIX
TOYHOM U aKTyajbHOU mH(popmManuen. [lanueHT rpynnsl NOAAEPKKHA TAKKE MOKET
UrpaTb BAXKHYIO pOJIb B 3TOW 00JacTH, W MallMEHTaM CIEAyeT COBETOBAaTh
IIPUCOECTUHUTHCA K TAKUM TPYIIIAM.

Ipogunaxmuxa ungexyuti

[Tanmentsr JIAI' SBRSAIOTCS 4YyBCTBUTENBHBIMM K Pa3BUTHIO ITHEBMOHUH,
KOTOpasi sIBIISIETCS TpUYMHONH cmeptd B 7% ciydaeB [44]. Tloka Her
KOHTPOJINPYEMBIX HCIIBITAHUM, PEKOMEHIYETCS NMPOBOINUTH BAaKLMHALUIO MPOTUB
IPUIIIA U THEBMOKOKKOBOM ITHEBMOHUH.

IInanosas onepayus

Oxupaercs,, 4TO TUIAHOBAas orepalus MOBBICUT puck y OonbHbIX JIAI. He
M3BECTHO, Kakas (hopma aHecTe3ud Oosiee MPEANOYTUTEIbHA, HO 3MUAYpaJIbHAS,
BO3MOXKHO, JIyYllle NEpPEHOCUTCA, 4eM obmias aHecte3us. llanueHtam OOBIYHO
MOJIYYAIOIIUM  TIEPOPAILHYIO TEpamuio MOXKET TMOTpeOOBaThCS BPEMEHHBIN
nepexoJl K B/B WM MHTAISIIMOHHON Tepanuu MOKa OHM HE CMOryT NMPUHUMATh U
yCBamBaTh IpernapaTsl pPer oS.

Pexomennanuu B OTHOIIEHUH OOIIMX Mep NpuBoasATcs B Tabauye 18.

Tabauuna 18 Pekomenganuu mo o01mumM mepam

Onpenesienue Kaace® | Ypoens”
VY 0onpHbIX JIAI' pexoMenyercst u3derarb O€peMeHHOCTh | C

VY naruenTtoB ¢ JIAI' pekoMeH1yeTcss UMMYHU3AIUs TIPOTHB I C
I'pUNIA ¥ THEBMOKOKKOBON MH(EKIHH

Y  ¢usudecku  ociabJeHHBIX  (IEKOMIIEHCHUPOBAHHBIX) Ia B

nanueHToB ¢ JIAI' pexomenayercss paccMOTpeTb BOIPOC O
KOHTPOJIUPYEMOM peaduinuTaluuu

v OOJIBHBIX JIAT pEKOMEHTyeTCs pPaccMOTpETh Ila C
MICUXOCOIUAIILHYIO TIOJIIEPKKY
VY OonbHbIX JIAD' B mosieTe NOKHO YYHUTHIBAThCS HAa3HAYEHUE la C

O, y nanmentoB ¢ BO3-OK III, IV u y nuni ¢ gaBnenueM O,
apTepuaIbHOM KpOBU COOTBeTCTBEHHO MeHee 8 klla (60 mm

PT.CT.)

Ecnm BO3MOXHO, TO TIpH TIJIAaHOBOM OIepaliii BMECTO OOIIETro lla C
HapKo3a JOJDKHA OBITh  HMCTOJB30BaHA  AMUAYypaTbHas

aHecTe3us

[Taupentam ¢ JIAT He pexkoMeHayeTcs 4Ype3MepHas Il C
dusnueckass aKTUBHOCTb, TMPHUBOJAMIAS K  TPEBOKHBIM

CHMIITOMaM

& Kinacc pekoMeHaluii.
b YPpOBEHb TOCTOBEPHOCTH.
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7.3.2 Ilonaep;kuBaroiasi Tepanus

Ilepopanvuvle anmuxoalynsiHmol

[Ipu BckpeiT 60abHBIX MJIAT cyliecTByeT BbICOKAsl paclpOCTPAHEHHOCTh
COCYIUCTBIX TpomOooOpasyomux mopakenuin [107]. CooOmaeTcss Takke o
HapYIICHUAX Koarysiuu u ¢pudpuHommsa [108 - 110]. Do, Hapsay ¢ BOZMOKHBIM
HaIM4ueM  Hecnenupuyeckux  (HakTopoB  pUCKAa  pa3BUTHUS  BEHO3HOMU
TPOMOOAIMOOINH, B TOM UYHUCIE CEPACYHOM HEAOCTATOYHOCTH U HEMOJBHUKHOCTH,
ABJIAETCA 0OOCHOBAHMEM JIJISl IEPOPAIBbHBIX aHTUKOArYISIHTOB nipu JIAL'. JlanHbIe
B IOJb3y TNEPOPAIbHBIX AHTUKOAryJsHTOB y manueHTtoB ¢ MIIAT,
HacienctBeHHbIME JIAIT u JIAT', 00ycCIOBIIEHHBIX aHOPEKTUKaMHU, KaK IMPaBUIIO,
PETPOCIICKTHBHBIE W OCHOBaHbl Ha OmNbBITe oOxHOro IieHTpa [65, 107].
[loTeHianbHble  BBITOABI OT  NEPOPAIbHBIX  AHTUKOATYJSHTOB  CIEAYET
COIOCTAaBIISITh C PUCKOM Y MalUEeHTOB ¢ Apyrumu ¢opmamu JIAT, ocobenHo korna
CYILIECTBYET IOBBIIICHHBIA PHUCK KPOBOTEUEHHMS, NPU TAKUX COCTOSHHSIX Kak
MOPTO-MYyJIbMOHATbHAA TUIEPTEH3US C TSHXKEJIBIM BAPUKO3HBIM PACHIMPEHUEM BEH
MULIEBO/IA.

Juypemuxu
JlekoMIIeHCHpOBaHHAsI TIPaBOXKETYIOYKOBasi cepJiedHas HEA0CTaTOYHOCTh

BEIET K 3aEpKKE JKUAKOCTH, NOBBIIICHUIO LIEHTPAJIBHOIO BEHO3HOI'O JABJICHHUS,
MEYEHOYHBIM 3aKyIOpKaM, acuuTy W nepudepuyeckum orekaM. Xotss PKU mo
nuypetnkam 1pu  JIAIT HeT, KJIMHUYECKHI ONBIT IIOKa3bIBAET YETKYIO
CUMIITOMATUYECKYIO TIOJIb3Y OTOM TEPAMU Yy TNEPETPYKEHHBIX KUIKOCTHIO
nanuMeHToB. BbIOOp M 71032 MOUYETrOHHOW Tepanuu MOTYT OBITh OCTaBJIEHBI Ha
ycmotrpenue Bpada mo JIAI'. JlomkHO OBITH Takke pPaccMOTpPEHO J00aBlieHUE
AHTaroHUCTOB aJbJ0CTEepOoHA. BaxkHO cnenuth 3a QyHKIMEH TOYeK U OMOXUMUECH
KPOBH y MALIMEHTOB, YTOObI M30€XKaTh TMIOKAIUEMHUHN U BIUSHUS YMEHBIIEHHOTO
BHYTPUCOCYIUCTOTO O0BEMa KPOBM, BEAYILIEr0 K MPEepeHAJbHON MOYEUHON
HEJOCTAaTOYHOCTH.

Kucnopoo

XoTsi ObUIO MPOJIEMOHCTpUPOBaHO, uTo HpumeHeHue O, cumxkaer JICC y
o6ompHbIX JIAI, paHIOMU3MPOBAaHHBIX JIaHHBIX, MPENINOJaraliiux, YTO
nutenbHas O, Tepanusi MPUHOCUT MOJIb3Yy HeT. bonbmmnHcTBO nanuentoB ¢ JIAT,
3a uckmouenneM Jui ¢ BIIC u jeroyHbIMH - CHUCTEMHBIMHM IIYHTAMH HMEIOT
HE3HAYUTEJIbHBIE CTENEHU apTepUaIbHOW TMIOKCEMUU B TOKOE, €CIM Yy HUX HET
OTKPBITOTO OBaJbHOrO0 OTBepcTUA. CyILECTBYIOT JaHHbBIE, MOKA3bIBAIOIINE, YTO
HouHast O, Tepamusi HE M3MEHSET E€CTECTBEHHOE TEUEHHUE TSHKEJIOro CHHIpOMa
Aizenmenrepa [111]. OpueHTHpPBI MOTYT OBITH OCHOBaHBI Ha JJOKA3aTEIbCTBAX Y
6ompHBIX ¢ XOBJI, korma aprepuanbHoe gasineHue O, cymectBeHHo HUxke 8 klla
(60 MM pT.cT.) OONMBHBIM pekoMmeHayercsi npuHuMarh O, mns goctuxkeHus O,
JaBJICHUs apTepuaibHOM KpoBu > 8 klla, mo xpaiineit, 15 u/nennr [112].
AMOymaropuo O, MOXHO paccMarpuBaTh, KOTJa €CTh JOKa3aTeIhCTBa
CUMIITOMATUYECKOM MOIb3bl U KOOPEKTUPYEMOU JecaTypaluu Mpu Harpy3Ke.
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Jueoxcun

bruto mokazano octpoe ymydiieHue cepiaedHoro Beiopoca npu WAL, xors
IpY XPOHUYECKOM IpuMeHeHnH ero dddekruBHoCcTh HemsBecTHa [113]. Jlurokcuu
MOXKET ObITh Ha3HAYEH JJIS 3aMEJICHUS YaCTOThI JKEITyIOYKOBBIX COKpAIICHUN Y
60mbHBIX ¢ JIAT', y KOTOPBIX pa3BUBAIOTCS MPEACEPAHBIC TAXUAPUTMUMU.

Pexomennanuu mo o6muM Mepam 006001eHsl B Tabnuye 19.

Taoauna 19 PexoMenganum no nojajiep;kuBamiieil Tepanum

Onpenenenne Kunacce® | YpoBens®
Moueronnas Tepanus mnokazaHa y nanueHTtoB ¢ JIAD ¢ I C
npu3HakamMu HemoctarouHoctn IDK u  coxpaneHuem

KUAKOCTU

HenpepoiBHas ponrocpounas O, Tepamus moKazaHa I C

nanueHtaM ¢ JIAI' mpu aprepuanbHOoM pAaBieHuu O,
cooTBeTcTBeHHO MeHee 8 klla (60 MM pr.cT.)’

Jleuenue mnepopaibHBIMM AHTUKOATYJISIHTAMH  CIEAYET Ia C
paccmarpuBath 'y OombHBIX WJIAD, HacnencTBeHHBIMH
JIAI' mu JIAI', cBsA3aHHBIMH C  HCIIOJIL30BaHHEM

AHOPEKTHUKOB
JleueHne mepOpaIbHBIMU  AHTUKOATYJSIHTAMU  MOXKET Ib C
paccMarpuBarbCs y nauueHTos ¢ AJIAT

JINTOKCHH MOKET paccMaTpuBaThCs y nmauueHtoB ¢ JIAL, I1b C

y KOTOPBIX pa3BHBACTCA TPEACEPAHA TaXHUAPUTMUSI C
PEAKUM PUTMOM COKpPAIICHUSA KCITYTOYKOB

% Knacc pexoMeHaIuii.

b YpoBeHb 1OCTOBEPHOCTH.

¢ Taxke cM. pekomenaanuu 11 JIAT, acCOMUPOBAHHOM ¢ BPOKIEHHBIMU CEPIAEYHBIMU
myntamu (Tabauya 25).

7.3.3 Cnenududeckasi JeKapcTBEHHAs1 Tepanus

brokamopul kanvyuesvix kananos

JlaBHO H3BECTHO, YTO TUNEPTpOo(Us, TUIEPIUIA3US U Ba30KOHCTPUKIIHS
IVIAJIKO - MBIIIEYHBIX KJIETOK BHOCUT BKJaxa B marorene3 MJIAIL' m 3To npuseno
UCIIOJIb30BAHUIO TPAJWLMOHHBIX Ba3OAWIATaTOpPOB ¢ cepeaunsl 1980-x rr.,
TTIaBHBIM 00pa3oM, cBsi3aHHBIX ¢ wucnonb3oBanueM bKK. VYcranoBneno, uto
TOJBKO HeOousbmioe uuciao mnanueHtoB WIIAIL, koTopble JEMOHCTPUPYIOT
OJIaronpUATHBIN OTBET Ha OCTpbIil Bazoaunatupyroumuii Tect npu KIIC (cMm. Takxke
pazmein 7.1.11) xoporo orBeuarotr Ha BKK [65, 66].

BKK, koTOpBIE B OCHOBHOM HCIIOJIB30BAJIUCh B JIOJOKEHHBIX UCCIIEI0BAHUIX
ObUTM HUGEAUNHH, TUITHA3EM U aMJIOJUIINH, C OCOOBIM aKLIEHTOM Ha MEpBbIE JBa
[65, 66]. Beioop BKK ocHOBaH Ha 4acToTe CepIeYHbIX COKPAIICHUH Y MAIlICHTOB
B HMCXOJHOM COCTOSIHMM, C OTHOCUTENbHOW Opaaukapaueil B Mojb3y HU(EIUNUHA
Y aMJIOJIMINHA, U OTHOCUTENIbHON TaXuKapJuen B Mojb3y aunTuazema. CyTouHbIe
JI03bI 3THUX IPENapaToB, KOTOphIe nokasanu 3¢pdextuBHocTs npu UIIAT sBastoTes
OTHOCHUTEIIbHO BBICOKUMH, 120-240 wmr mus wHudegununa, 240-720 mr s
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nuntrazema u 10 20 Mr i amiiogunuHa. PeKoMeH1yeTcss HayaTh ¢ HU3KOUW 03B,
Hanpumep, 30 Mr MeIJIEHHO BBICBOOOXKIAOIIETOCs HU(DEIUTTMHA IBAXbl B JICHB,
60 Mr nuithasemMa Tpu pasa B JeHb (T.p.[1.) Wid 2,5 Mr aMJIOAUNNHA OJWH pa3 B
J€Hb U OCTOPOKHO IIOCTEINEHHO YBEIWYMUBATH 0 MAaKCUMAJIbHO IEPEHOCUMOU
n03bl. OrpaHuuuBarOIIMMU  (pakTopaMu JUIsl YBETHYEHHUS J03bI, KakK MpaBuio,
SBJISIIOTCSI  CUCTEMHasi THUIOTEH3UsT U nepudepuyeckue OTEKH  HUKHHUX
koHeuHocTed. [lanmentoB ¢ WMJIAI, KOTOpble yIOBJIETBOPSIIOT KPUTEPHUIM
NOJIOKUTEIBHOTO OTBeTa Ha Bazoawiaararopel u nponedeHsl BKK, crenyer
THIATEIBHO HaOMIOAaTh 3a 0€30MacHOCThI0O U A(P(GEKTUBHOCTHIO JICUEHUS C
MIEpBUYHOM MTOBTOPHOM OlIeHKOM mocie 3-4 mecaieB Jeuenus, Bkatodas KIIC.

Eciu nanueHT He mposBIsieT aJeKBaTHOro oTBeTa (Pucynok 2), onpenensercs
kak BO3 - ®K [ umu II u ¢ 3aMEeTHBIM T€MOAMHAMUYECKUM YIJIYYIICHHEM, TO
J0JhKHA OBITh HA3HAUYEHA JOTOJHUTENbHAS Tepanus. Y TMalMeHTOB, Y KOTOPHIX HE
ObL1a UCCJIeI0BaHa Ba30PEAKTUBHOCTh U Y T€X, KTO C OTPULIATEIbHBIM OTBETOM Ha
tecT, BKK He momkHBI Ha3HAYaThCS M3-3a MOTEHITUATBHBIX CEPhE3HBIX MOOOYHBIX
3¢ (dekToB (HarpuMep, THIIOTSH3MUsA, 00MOPOKH, HeocTaTouHOCTh [1K).

Y Oompubix JIAI' ¢ 3CT oTBeThl Ha Ba30JMJIATaTOPhl HE IIO3BOJIAIOT
npeAcKa3aTh OJaronpusTHbie BO3MOXHOCTH JiutensbHOM Tepanun bBKK, a
BbICOKME 103bl bKK Taknumy manueHTamy 4acTo HE OYEHb XOPOIIO MEPEHOCITCA

[114].

Ilpocmanouowi

[IpocTalMKIMH  NPEUMYIIECTBEHHO  MPOM3BOAMUTCA  SHIOTEIHAIbHBIMU
KJIETKaMU U CTHUMYJIMPYET MOIIHYIO Ba30AMJIATAIIMI0 BCETO COCYIHCTOTO JIOXKE.
DTOT mpemnapar SBJSETCSI CaMbIM MOILIHBIM SHIOT€HHBIM MHTHOUTOPOM arperamnuu
TPOMOOIIMTOB, @ TaKX e OKa3blBa€T LUTONPOTEKTUBHOE aHTUMIPOIU(EpaTUBHOE
neiicteue [115]. Jqucperynsius Metaboiu3Ma MPOCTAIMKIMHA OblIa TIOKa3aHa y
narueHToB ¢ JII', olneHeHHast Mo CHUXXEHUIO MPOCTAMKIMH CUHTA3bl B JIETOYHOM
apTepu W METa0OoJIMTOB mpocranmukinHa B wMode [116]. Kimaudeckoe
UCIIOJIb30BaHUe MpocTanukinHa y OonbHbIX JIAIT OBIT MPOJOHKEHO CHHTE30M
CTaOWJIBHBIX aHAJIOT'OB, KOTOPBIE 00JIAAAIOT Pa3TUYHBIMU (hapMaKOMHETUIECKUMHU
CBOMCTBaMHM, HO Pa3ZesIsi0OT KauyeCTBEHHO aHaJIOTW4HbIE (hapMaKOAMHAMUYECKHE
3 eKTHI.

Ononpocmenon. DNONPOCTEHON (CUHTETUYECKUI MPOCTAUUKINH) JOCTYIEH
KaK CTa0MJIbHBINA JIMOPUIN3UPOBAHHBIN IIpEnapaT, KOTOPbI CleyeT pacTBOPSTH B
menoyHoM Oydepe Ajisi BHYTPUBEHHOTO BIMBAHUA. OTOMNPOCTEHOJ HWMEET
KOPOTKMI Tmepron monypactiana (3-5 MHUHYT) W SBIseTCS CTAOWJIBHBIM TIPH
KOMHATHOM TEeMIEpaType BCEro B TeYeHHEe 8 4. DTO OOBACHSIET, MOYEMY OH
JIOJKEH BBOJUTHCS MTOCTEIIEHHO C MOMOILBbIO HACOCHOM MH(Y3UMU U MOCTOSHHOTO
TYHHEJILHOTO  Karerepa. O(QPEeKTUBHOCTh HENMPEPHIBHOTO B/B  BBEJCHUS
AMOMNpOCcTeHoJa OblIa ucciaeaoBana B Tpex cienbix PKU y 6omsabix WIAT [117,
118] u JIAT, cBsi3aHHOl CO CIEKTpoM 3aboseBanuii ckiepoaepmun [119].
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N36erats 6epemennocts (I-C)
NmMmyHU3a1Ms TPOTUB TPHIIIA U
nHeBMOKOKKOBOH nHpeknuu (I-C)
Konrpomupyemas

peabumuranust (11a - B)
[Icuxo-conmanbpHas

noazaepkka (lla - C)

N36erath HHTCHCUBHOM
¢dusmyeckoii akrusaoctH (I - C)

OO6ue Mepsl 1
MOIIEDKUBATOLIAST TEDATIHS

v

Hampasnenue k akcriepry

v

AKTUBHBIH

Huypetuku (I - C)

O;* (1-C)

IepopaiibHble aHTHKOATYJISTHTHI:
WJIAT, naciieicTBeHHAs
JIAT u JIAT, BbI3BaHHas
anopekrukami (11a - C)
AJIAT (llb - C)

Juroxkcun (11b - C)

Ba30PEaKTUBHBIA TECT
(I - C npu UJIAT)
(b — C mpu AJIAT)

T 1

BasopeakTuBHbIE HesaszopeakTuBHbIC
BO3 - ©K I-111
BKK (I - C)
HAYAJIO TEPAIIMU
Pexomenn./ BO3 - ®K || BO3 - ®K |11 BO3 - ®K IV
JIoNIrOBpEMEHHBIN AOCTOBCP.
OTBET I-A AmOpuceHTaH, AMOpHCeHTaH, DIONpOCTEHOI B/B
(BO3 — @K I-1) bocenran BocenTan,
| Cunnenadun CurakceHTaH,
Cunnenadu,
v v 3noInpocTeHon B/B,
NnonpocT uHrassi.
Her
fla . I-B Tapanadwrf Tananagwr
l TpenpocTuHU /K,
WHT TSI T
ITponomxuts BKK lla—C CurakceHTaH WnompocT B/B, AmOpuceHTaH,
TpenpocTuHU B/B Bocenran,
CuTakceHTaH,
Cunnenadu,
Tananagwrt,
Unonpoct unransi. u
B/B, TpenpocTrunu B/B,
I/K, UHTaJIAIL. T,
Hauano xomGunup.
Tepanuu
lIb-B bepanpoct
v
HeanexsaTtHbii
KIIMHUYECKHH OTBET
HeanexsaTtHbii ¢

KIMHUYECKUI OTBET

BAC (I - C) nw/mum
TpancnanTauus
nerkux (I - C)

A

Tepanus (l1a - B)§
APD
- ~
-7 S~
IIpocTanouawl

ocenoBareibHAS KOMOMHUPOBAHHAS

Pucynok 2 HayuH0-000CHOBAHHBIN AJTOPUTM JIEYEHUS] MALMEHTOB C
JIETOYHOI apTepHaJbHOI runepTeH3nei (TOJbKO IS NAIHEHTOB IPynibI 1)
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* Jlns mognepskanust aprepuaibHoro aasinenus O, > 8 kIla (60 mm pr.ct.).

T Perynspuas nposepka B EBporneiickom coro3se.

§ ITa-C na BO3-®K II.

AJIAT - accouuupoBaHHas JierouyHasi aprepuaibHas runeprensus; bBAC — OawioHHas
npencepanas centoctomus; bBKK - GmokaTopel kanplueBbIX KaHainoB, APD — aHTaroHHCTHI
penentopoB sHporenuHa; MJIAIT — napuonatuueckas JierouHas aprepuaibHas runeprensus; Nd-
5 — wuHrHburopel ¢docdoamdcrepazpl - S5 Tuma, BO3-OK - Bcemupnas opraHusanus
3paBOOXpaHeHus ()YHKIIMOHAJIBHBIN KJIacc.

OnonpocreHon yay4imaer cumnrtombl, TOH u remomuHamuky B 000uX
KIMHUYECKUX COCTOSHUSIX W SIBJSIETCS E€IMHCTBEHHBIM CIOCOOOM  JICUCHUS,
MOKAa3aBIIMM yiydliieHue BbhkuBaeMocTu mnpu WJIAIT B paHmomMusnpoBaHHOM
uccinenoBannu [118]. dnurenpHoe coxpaHeHHe d(PPEKTUBHOCTH OBLIO IMOKA3aHO
npu WA [79, 97], a Taxxke mnpu aApyrux cocrosuusx [120 - 122],
accoruupoBaHHbIX ¢ JIAT u HeonepadensHoit XTJIT [123].

JledeHue 3MONPOCTEHOIOM HAYUHAETCA € 103bI 2-4 HI/KI/MUH C yBEJIUYEHUEM
7036l B pazMepe 10 OrpaHUYEHUN CO CTOPOHBI MOOOYHBIX dPGHEKTOB (NMPHUIIKBHI,
rojoBHasi 0oiyib, auapes, 00ap B Horax). OnrtuMaibHas J03a BapbUPYET Y
VHIMBUIYAIbHBIX MAIIMCHTOB, HAYMHast B OCHOBHOM OT 20 u 10 40 Hr/kr/muH [79,
97].

Cepbe3nble HEOJArONpUsITHBIE COOBITHS, CBSI3AHHBIE C CUCTEMOW JOCTABKU
BKJIIOYAIOT HEHMCIPABHOCTh HAcoca, O4YaroBble MecTa HH(Y3UH, OOCTPYKIIHIO
Karerepa U cerncuc. HemaBHO mpeaioKeHbl peKOMEHIANNN 110 MPEI0TBPALICHUIO
UHQPHUIIMPOBAHUS KPOBOTOKA IIEHTPAIILHOTO BEHO3HOTO Karerepa [124]. BuesamnHoe
npepblBaHre UHQY3UM  3MONPOCTEHONA CJelyeT u30erartb, IOCKOJbKY Y
HEKOTOPBIX MAIMEHTOB 3TO MOXET mpuBecTd K pukomery JII' ¢ cumnTomamu
YXYAIICHUS U JTaXKE CMEPTH.

Hnonpocm. WnonpocT sBASETCS XUMHUYECKH CTAaOMJIBHBIM — aHAJIOTOM
IPOCTALMKIIMHA JOCTYIHBIM JUIsl BHYTPUBEHHOIO, MIEPOPATIBLHOTO U a3p030JIbHOT0
npuMeHeHus. MuransuuonHas tepanus JIADT sBIgeTCs NpPUBJICKATEIbLHOM
KOHIEMIMENH, KOTOpas MMEET TEOPETUYECKHE MPEUMYILECTBa i TOr0, 4TOOBI
ObITh BBIOPAHHOM ISl JIEYEHMsI JIETOYHOrO KpoBooOparieHus. MHransunoHHBINH
wionpoct Ob1 oueHeH B onHom PKU  (AIR), B KoTOpoM eXeaHEBHO
TIOBTOPSIFOIIMECS MHTASAIMKU mionpocta (6-9 pas, 2,5-5 mr/uHransmuo, cpeaHss
no3a 30 Mr/cyT) cpaBHUBAJIM ¢ MHTAIAIUAME Tutane6o y 6ompHBIX JIAT n XTJIT
[125]. HccnemoBanue mokasano moBbimenne TOH u yaydiieHHe CHMITOMOB,
JICC ¥ KIMHUYECKUX COOBITHMM Yy BKIIIOUEHHBIX B MCCIIEJOBAHUE IAIIMEHTOB.
Bropoe PKU (STEP), npoBenennoe Ha 60 nmanueHTax MpojeuyeHHbIX 0OCEHTaHOM,
nokazajgo yBenumdenue ¢usnmdeckoin Harpysku (P < 0,051) y g,
PaHAOMU3UPOBAHHBIX K JOMOIHUTENbHBIM MHTAIALMAM WIONPOCTA B CPABHEHUU C
wiane6o [126]. B 1enoM, WHTaISIMOHHBIN HMIOMPOCT XOPOIIO IEPEHOCHUJICS,
HamOoJiee YacThiIMU MOOOYHBIMH d(dekTamu ObLIM TOKpacHeHHe U Oolb B
yemocTd. HemnpepsiBHOE B/B  BBEIEHHE WJIONPOCTa OKa3ajoCh CTONb K€
3 (PEeKTUBHBIM, KaK M S3IOMPOCTEHONIAa B HeOombInoi cepun OoibHBIX JIAL u
XTIr [127]. Tlpu JIAT sddexrsl mepopalbHOrO HIONPOCTa HE OBLIH
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3apEruCTPUPOBAHBI.

Tpenpocmunun. TpenpOCTUHWI SIBISACTCS TPULIMKIUYECKUM OEH3UIUHOBBIM
aHaJIOTOM ~ 3MONPOCTEHOJIAa C  JIOCTaTOYHOM XUMHUYECKOHW CTaOWIIbHOCTHIO,
PUTOJHON K MPUMEHEHHUIO MPU KOMHATHOM TeMIeparype. DTH XapaKTEPUCTHKU
MO3BOJISIIOT BBOJUTH MpernapaT B/B U /K (moakoxkHo). [logkoxkHoe BBeneHUE
TPENPOCTUHUIA MOXKET OBbITh JIOCTUTHYTO C TOMOILBIO MHUKPOMH(Y3UOHHOIO
Hacoca U HeOOJBIIOr0 MOJIKOKHOT0 Karerepa. JdpdexTsl Tpenpocturmia npu JIAT
OBLTM HCCJIENOBaHbl MPU TAaKOM COCTOSHUM B KpynHedmem B wmupe PKU,
nokasasiiem ynydirenue TOH, remoauHaMuku U cUMITOMOB 3aboseBanus [128].
Haubonbsmee ynyumenne TOH nabmromaercss y manueHTOB, KOTOPbIE B Hadale
UCCleI0OBaHus ObUlM OoJiee YSI3BUMBI U Y HCHBITYEMBIX, KOTOPbIE NEPEHOCUIU
(BbLACpKMBANIM) BEpXHUIM KBapTwib 1036l (> 13,8 Hr/kr/mun). boiab B mecte
BBEJICHUS 110 BpeMsi MH(y3uM gBisieTcsi Haubosiee pacpoCTpaHEHHBIM TOOOYHBIM
s pexToM TpempoCTHHWIIA, BEAYIIUM K TMpEKpalieHuto jedeHus B 8% ciydaeB
AKTUBHBIM IMPENApaTOM M YBEIMYECHHIO NPEIEIbHBIX 103 Y AOIMOJHUTEIBLHOIO
yucia manueHToB [128]. Cpenu 15% manueHToB, KOTOPBIC MPOAODKAIN TTOTYy4aTh
/K TPETPOCTHHUII OKA3aJl0Ch, YTO BBDKHBAEMOCTh yimydimiachk [129]. B mpyrom
JOJICOCPOYHOM ~ OTKPBITOM ~HCCIIEIOBAHMM ycToWunBoe yinyumieHue TOH wu
CHUMIITOMOB C II/K TpenpoCcTHHUIOM coobiieHo y namueHToB ¢ MJIAT nmu XTJII B
cpeaaumM B TedeHue 26 mecsies [130]. Jledenue n/k TpepOCTUHHIOM HAYHHACTCS
¢ 1036l 1-2 HI/KI/MUH C yBEIMYEHUEM JI03bI B pa3Mepe OrpaHUYCHUS MOOOYHBIX
3¢ dexToB (JTOKaIbHBIC OONMM B MECTC WHBCKIHMH, IPHJIMBBI, TOJOBHAs OOJb).
OnTuManbHas 1032 BApbUPYET Yy OTACJbHBIX MAlIUEHTOB, HAUYMHAS B OCHOBHOM OT
20 u o 80 ur/kr/mun. Tpenpoctunun HegaBHO ObLT 0100peH B CIIIA Takke s
BHYTPUBEHHOTO HWCMOJB30BaHus y OombHbIX C JII: pe3ynbrarbl oKa3aiuch
COIMOCTaBUMBI C AMOMNPOCTEHOJIOM, HO TOJIBKO B J103€ OT JBYX JO TPEX pa3 BbIIIE
[131, 132]. Ognako 31O Oosiee yMOOHO sl MAlMEHTa, TaK KaK pe3epByap MOXKHO
MEHSTh Kaxaple 48 4 mo cpaBHeHHMIO ¢ 12 4 mpu snomnpocteHosne. HemaBHo
sageprmiack Il dasa PKM  (Triumph) y manueHTOB, IOJy4aBIIMX
WHTISAIMOHHBIA TpenpocTuHuI Ha Qone neuenus APD OoceHTaHoM wim
uHruoutopoM dochoaudcTepaspl-5 TUIA CHIICHAPUIOM; TMpeaBapUTEIbHbIC
naHHble moka3biBaoT yiyumenne TOH [133]. IlepopanbHblii TPEHPOCTHHHI B
Hacrosee Bpems onenusaercs B PKU npu JIAT.

bepanpocm. bepamnpoct sBISIETCS TMEPBOM XUMUYECKH CTaOUIILHOU U
nepopaibHOU (opmoil akTUBHOro ananora mnpoctanukianHa. PKU ALPHABET
[134] B EBpone u BTOopoe B CIIA [82] ¢ 3TMM coenuHEHHEM TMOKAa3aiH, YTO
yinyumieHue TOH coxpaHsercs, K COXall€eHHIO, TOJBKO J0 3-6 MecsIes.
'emonunamuueckas monb3a HE BbIsABIeHA. Haumbosiee dYacTeiMu TOOOYHBIMH
s dexTamu ObUTH TOTOBHAS 00JIb, TIOKPACHEHUE, OOJIb B UETIOCTU U JTUAPESL.

95



Anmaezonucmol peyenmopa 3HOOMenuUHa

AKTHBalLIMs CUCTEMBI SHAOTENINHA ObUla IPOAEMOHCTPUPOBAHA KaK B IJIa3Me
KpPOBH, TaK U B JerouHoit Tkanu 0osbHbIX JIAT [135]. XoTs He H3BeCTHO, SBIISICTCS
AU yBEJIMYEHHUE DHJOTEeNMHa-1 B Iia3Me KpoBHM NMPUUMHON wiu cieactsuem JII
[136], »Ti naHHBIC MONTBEPXKIAIOT BAXKHYIO POJb CHUCTEMBI DHIIOTCIUHA B
naroreHese JIAI' [137]. DupmorenuH-1 OKa3biBaeT COCYAOCYKUBAIOIIMHA H
MUTOTE€HHBIN 3P EKT MyTeM CBS3BIBAHUS JIBYMsI Pa3HBIMU PeLieNTOpaMu H30(popM
B JIETOYHBIX BACKYJISAPHBIX TJIQAKOMBIIICYHBIX KIETKaX, PEIeNTOPaMH dHI0TEIHHA-
A u saporenunHa-B. PenenTtopsl sHI0TeNMHA-B Takke MPUCYTCTBYIOT B KJIETKax
SHAOTENNSA, @ UX aKTHBAlMs BEIET K OCBOOOXKACHUIO AHTUIPOJIU(PEPATUBHBIX U
COCYZIOPACUIUPSIONINX BEIIECTB, TakuX kKak NO M MpOCTAalUKINH, KOTOPHIE MOTYT
KOMIICHCHpPOBAaTh ~ HETaTHMBHOE  BIMsHUWE OHHAoTenuHa-1. Hecmorps  Ha
MOTEHUUATbHBIE OTIUYMS B aKTUBHOCTH DPELENTOPOB HU30(OpM, 3PPEKTUBHOCTD
IpernapaToB ¢ JBOMHBIM aHTAaroHU3MOM PELENTOPOB HHAOTeNMHAa-A u B u
cesleKTUBHBIX coenuHeHuil APOD npu JIAI' oka3anachk cormocTaBuMOM.

bocenman. TlepopanbHblii OOCEHTAH SBISETCS AKTUBHBIM  JIBOMHBIM
AHTAarOHUCTOM PELENTOPOB JHAOTEIMHA-A W B W NepBOM MOJEKYJIOM 3TOro
KJlacca, KOoTopas Oblna cuHTe3upoBaHa. boceHTan Obln uccienoBad mnpu JIAT
(unuonatuyeckas, csizanHas ¢ BIIC u cunapomom Aiizenmenrepa) B nsatu PKU
(Pilot, BREATHE-1, BREATHE-2, BREATHE-5 u EARLY), koropsic
nokazanu  ynyumienne TOH, ¢dyHKUMOHANBHOTO KJlacca, TIeMOJMHAMUKH,
sxokapauorpadud W JOMIUIEp TMapamMeTpoB, a TaKKe BPEMEHU KIMHUYECKOTO
yxymmenus [138 - 142]. /Isa PKU Brirouanu uCKIIOYUTENBHO NanueHToB ¢ BO3-
®K Il [141] nnu manueHTOB ¢ cMHApPOMOM Aiizeamenrepa [142]. Dto mpuseno
YTBEPKICHUIO HOPMATUBHBIX MMOJTHOMOYHUH O MPUMEHEHHUIO OOCEHTaHa B JICUCHUHU
oonmpubix JIATT mpu BO3-®K II, a Takke y OonbHbix ¢ JIAID, cBsizaHHOU C
BPOXKJICHHBIMM CUCTEMHO — JICTOUHBIMHM IIYHTAMHU U CUHIAPOMOM AM3eHMEHTepa.
JleueHue OOCEHTAaHOM Ha4yMHAETCA B J03¢ 62,5 Mr ABaxasl B JeHb U 4epe3 4
HEJEeNu TUTpyercss 1o 125 mr nBa pa3a B AeHb. Y NEAUATPUUYECKUX MAI[MEHTOB
J03bl  PacCUUTHIBAIOTCS B 3aBUCUMOCTM OT Beca Tena. Jloarocpounsie
HaAOJIIOIaTeNIbHbIE MCCJIEIOBAHUSL TPOJEMOHCTPUPOBAIM CTOMKHUM C TEYEHUEM
BpeMeHHu 3PQekT OoceHTaHa y B3pocibix Oo0abHBIX WMJIAIT [98]. IloBbimenue
YPOBHS MEUYCHOYHBIX aMUHOTpaHchepas nmpousonuio y =~ 10% mur, HO oka3anoch
3aBUCMMO OT JO3bl M BEPHYJIOCh K HOPME TMOCJIE CHUXEHHS JI03bl WIIU
npekpaiieHus npueMa npenapara. [lo 3TuM npuuuHaM, Yy MaIlUEHTOB
MOJTyYaromuXx O0OCEHTaH €XEMECSIYHO CJIeAYET MPOBOJIUTh TECTUPOBAHUE (PYHKIIUU
neyeHu. Takke HaOMIOAATIOCh CHIDKEHHME YPOBHS TeMOrjoOuHa M HapylieHUe
CIEpMAaTOreHesa.

Cumaxcenuman. (CUTaKCEHTaH, CEJIIEKTUBHBIA MEpPOpPalbHbI  aKTUBHBII
AHTaroHUCT pelenTtopa 3HaoTenuHa A, 6wt uccnenosad B AByx PKU (STRIDE 1
u 2) y 6onbHbIx ¢ BO3-OK 11 u 111 JIAT [83, 143]. Dtuonorus Bxmouana WAL u
JIAT', cBazannyro ¢ 3CT nmm BIIC. MccnenoBanus nokasanm ynyuiienne TOH u
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reMonuHamMuku.  OTkpbIToe  l-eTHee  HAOMIOAATENbHOE  UCCICIOBAaHHE
IPOJIEMOHCTPUPOBAIO CTOMKUE d(P(PEKTh CHUTAKCEHTaHa C TEUYEHHUEM BpPEMEHH
[144]. UYacrora wHapymenudd ¢GyHKOUM TedeHH coctaBwia 3-5%  mpwu
ycraHoBieHHOM o3¢ 100 Mr oguH pa3 B AeHb. TpedyeTcs exxeMecsiuHasi MpoBepKa
nokasarenel ¢pyHkuuu nedeHr. CUTaKCEHTaH B3aUMOECHCTBYET C BappapHHOM, a
COBMECTHOE Ha3HaYeHUe TpeOyeT COKpaIleHHs J03bl BapdaprHa, YTOOBl N30€XKaTh
yBeauuerust MHO (Ta6auya 20).

Taoiuma 20 IloTeHHUAJNbHO 3HAYHMMbBIE JIEKAPCTBEHHbIE B3aUMOJAEHCTBUS
npu JIAI' — nejieHanpaB/IeHHON Tepanuu

JIAT Mexanusm B3aumopeiicr. .
. B3aumopeiicreue
npemnapar B3aMMO/JEHCT. nmpemnapar
AMOpuceHTaH ? Huknocnopun | HeoOxoauma — OCTOPOXKHOCTb — TPH
KerokoHa3on | coBMecTHOM Ha3HAYEHUH
aMOpUCEHTaHa C KETOKOHA30JI0M U
IIUKJIOCIOPUHOM
BocenTan CY3A4 Cungenadun | YpoBeHb cuineHaduaa CHUKAETCS Ha
CTUMYJIATOP 50%; YPOBEHb 0oceHTaHa
nosslmaerca Ha 50%. PerynupoBanue
O3Bl AN noxoop JIPYTroro
JIEKapCTBEHHOT O CpEJCTBA MOXKET HE
norpe0oBaThCsl.
CY3A4 cyberpar | IlukimocopuH | YpoBeHb IIMKIOCHOPHWHA CHUXKAETCS
Ha  50%; ypoBeHb  OoceHTaHa
nosbiaerca B 4 pasa. KomOunamus
IPOTUBONOKA3aHa.
CY3A4 cy6erpar | OputpomunuH | [loBblmaercs ypoBeHb OoceHTaHa.
[Ipy mpuMeHEHMH KOPOTKOro Kypca
Tepanuu 0OCEHTAaHOM pEryJIMpOBaHUE
J103bl npenapaTa MOXKET HE
OHAJOOUTHCSI.
CY3A4 cyoetpat |  Kerokonazonm | YpoBeHb OOCEHTaHA YBEIMUYUBAETCS B
2 pa3za.
CY3A4 cyoerpat | I'mmbenknamun | YBenMUeHHE YacTOTHI  TOBBIILICHHUS
+ uHrHOUTOP amuHoTpaHnc(hepas. IloreHnumanbHOe
TIOMITBI CONer CHIDKEHUE TUIOTJIMKEMUYECKOT0
KETYHBIX KUCIIOT apdexra rMOeHKIaMua.
Kom0OuHanust npoTUBONOKa3aHa.
Cy6crpatsl ®dnykoHazon, | YpoBHM OoceHTaHa 3HAYUTEIHHO
CYP2C9 u AMHOIapOH IOBEIIICHEI. KomOunamus
CYP3A4 MOTEHIUAJIBHO MPOTUBOIIOKA3aHa.
CtuMynsaTopbl Pudamnunun, | YpoBeHb OoceHTaHa CHUXKAeTcs Ha
CYP2C9 u deHuTonH 58%. HeoGxoaumocth B
CYP3A4 peryJMpoBaHuU 03bl HEU3BECTHA.
CYP2C9 Wuruburop YpoBeHb CHMBAacTaTHMHA CHHXKAETCS
CTUMYJIATOP I'MK KoA Ha  50%, monoOHble  3ddexTh
pELYKTa3bl BO3MOYKHBI C aTOPBACTaTHHOM.
CYP2C9 Bapdapun [ToBbIIIEHHBIH MeTaboIM3M
CTUMYJISITOP BapdaprHa, MoOXer mOoTpedOBaTHCS
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noaoop J103bI Bap(dapuHa.
Pexomennyercs WHTEH CUBHBIN
KOHTpOJIb BapdapuHa Iocje Hayaia,
HO PEryJIMPOBAaHUE J103bI OOBIYHO HE

TpedyeTcs.
CtumMynsaTopbl I'opmonanbHble | CHMXAETCSI  YpOBEHb  T'OPMOHOB.
CYP2C9 u KOHTpanenTuBbl | KoHTpauenuus HeHaiexKHa.
CYP3A4
CurakceHTan CYP2C9 Bapdapun CHmxenue Merabonusma BapdapuHa,
UHTHOUTOP Opd  HA3HAYCHWHM  CHUTaKCEHTaHa
HEOOXOIMMO CHIDKEHUE JTO3BI
BappapuHa 10 80% M MHTEHCUBHBII
KoHTpoa» MHO
? uHTHOUTOP Huknocriopun | [loBeimieHre 03Bl  CHTAKCEHTAHA,
TpaHcIopTepa KOMOWHaIMs IPOTUBOIMOKA3aHa.
OATB
Cunenagpui CYP3A4 BocenTtan YpoBeHb cuiieHaduIa CHUKACTCS J10
cyocTpat 50%; YPOBEHb 0oceHTaHa
nosslaerca Ha 50%. PerynupoBanue
J103bl WM TIOJI00p APYroro npemnapara
MOJKET HE TOHAT00UThCA.
CYP3A4 Wuruburop [Ipu koHKypeHTHOM MeTabonu3me
cyocTpat I'MK KoA MOXET MOBBIIIATHCS YPOBEHb
peIyKTa3bl CHUMBacCTaTHHAa/aTOpBacTaTUHA.
YpoBeHb cuiieHaduIa MOJKET
YBEJIUYUTHCS. Bo3Moxen
MOBBIIICHHBIN pUCK pabaoMuonmsa.
CYP3A4 WNuruburtopst | Putonasup u CaKBHUHOBHP
cyocTpat BUY nporeas3sl | 3HAUUTENBHO IOBBIIAIOT YPOBEHb
cunaeHaguna. OObuHO Tpedyercs
peryimpoBaHue 1036l CHIIeHA DI,
CYP3A4 DeHuTOnH Moxet CHUBHUTHCS YPOBEHb
CTUMYJISITOD cuieHaduIa.
CYP3A4 Oputpomuniua | [Ipu kopoTkoM Kypce crineHaduiia
cyocTpat peryiupoBaHue J03bl MOXKET He
MOHAI00UTHCSL.
CYP3A4 Kerokonazon [ToBbImaroTcst 70361 cUJIeHadUIA.
cyocTpat PerynupoBanue 1036l MOXET HeE
HIOHAJOOUTHCSI.
CYP3A4 [Mumernun [loBbimatoTcss 03Bl cuiiieHa(UIA.
cyocTpat PerynupoBanue 1036l MOXET HeE
MOHAJJOOUTHCSI.
ul MO Hurtpatsl, Tsokemass cHcTeMHass THUIOTCH3HS,
Hukopanaun | koMOMHaLMs IPOTHBOMNOKA3aHa.
Tananapun CYP3A4 BocenTan [InasmenHslit  ypoBeHb Tadanaduia
cyocrtpat cHmkaercss Ha 42% 0e3 3HAYMMBIX
U3MEHEHUI B YpOBHE OOCEHTaHa.
PerynmupoBanue 1036l MOXKET HeE
TIOHATOOUTHCSI.
ul MD Hurpartsl, Tsokemass cUCTeMHass THUIOTEH3HA,
Hukopanann | KoMOMHANMS TPOTHBOIOKA3aHA.
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[ M® — nukmmyeckuii ryano3un Mmonodocdar; OATDH - oprannyeckre aHHOHBI TPAHCIIOPTHBIX
OenkoB. Tabnuna anantupoBana HanmonansueiMu neHTpamu Jlerounoit runeprensuu Bemikooputanuu
n Hpmannun. KoHceHcycHoe 3akmodenrne B BemukoOpurannu u HMpnanany 1o BENEHUIO JIETOYHOM
TUTIepPTeH3UH B KIMHIYecKoit npaktuke. Heart 2008; 94 (Suppl 1): 11 - 14,

Ambpucenman. AmMOpucenTan siBnsiercss APD kmacca HecynbhOHAMUIHOM,
IPOMAHOBOM KHUCJIOTHI, CEJICKTUBHBIM HWHTHOMTOP PEIENTOPOB DHIOTEINHA-A.
AMOpurceHTaH OBUI HWCCIICJIOBAaH B IMHJIOTHOM WHccienoBanuu [145] m B nByX
oompmix PKU (ARIES 1 u 2), koTopble NpOIEeMOHCTPUPOBAIM BIUSHUE HAa
cumntombl, TOH, remognHaMuKy ¥ BpeMs KIIMHAYECKOTO YXYIIIECHUS Y OOJbHBIX
¢ WIAT wn JIAT, cBsasannori ¢ 3CT u BUY-undekumeir [146]. OTtkpeiToe
IOPOCIEKTUBHOE HCCJEIOBAaHUE TMPOAEMOHCTPUPOBAIO CTOMKOCTh 3(PQPEeKTOB
aMOpHCeHTaHa Kak MUHUMYM B TedeHue 1 roma [146]. AMOpucenTan oqo0peH s
neuenus narueHToB ¢ BO3 ©K II u III. YTBepkeHHas B HacTosIIee Bpems J103a 5
MT OAWH pa3 B JeHb MOXET ObITh yBennueHa 10 10 Mr omawH pa3 B JeHb, KOraa
npernapaT NepeHOCUTCS KaK B Ha4albHOU J103€.

YacroTta HapyleHUH MEYEHOYHBIX (DYHKIIMOHATBHBIX TECTOB KOJIEOJIETCS OT
0,8 10 3%. B HeOobILION TpyIe NalMeHTOB, Y KOTOPbIX MPOBOIMUIIOCH JICUEHUE
a1bo OoceHTaHOM, JIMOO CHUTAaKCEHTAaHOM, Tepamusi ObUla MpeKpalieHa Hu3-3a
HapylmIeHUH [oKa3areyied (QPyHKIUU [€YeHU, aMOpHCEeHTaH B J03€ S5 MT
nepeHocwiics xopomo [147]. Tem He MeHee, TAIMCHTHI, JICYUBIIHECS
aMOpPHUCEHTaHOM TPEOYIOT €KEeMECSUHOM olleHKH (PpyHkiuu nedyenu. CooOuaeTcs
o0 yBenuueHuM 3a00€BAaEMOCTH NEepUPEPUUECKUMU OTEKaMHU B CBSI3U C
UCTOJIh30BaHNEM aMOPHCEHTaHA.

Hneubumopul gpocgpoouscmepaszvi-5 muna

NurubupoBanue ul' M®-pazpymaromero ¢epmenta ¢ocdoaudcrepasnbi-5
TUTIA TIPUBOJUT K pacmmpeHuro cocyaoB udepe3 NO/mI'M® myTh Ha ydacTKax
skcripeccud  3Toro  (epmenTta. [loCKONBKY JIETOYHBIE COCYIBI  COJEpIKAT
3HAUUTEFHOE  KOMWYeCcTBO  (pochomamdcTepaspl-5  THma,  MOTEHIMATbHBIC
KJIIMHUYECKHUE TPEUMYIIECTBA HMHruOUTOpPOB ¢ochoaudcrepaspl-5 THNA ObLIN
uccnenoBanbl npu JIAI. Kpome Ttoro, maruOutopsr Qocdhoamdcrepaspl-5 THIa
okaszpiBatoT aHtumnpoiudeparuBubiii dddexr [148, 149]. Bce Tpu mHrHOMTOpa
dochoamdcrepaspl-S  THMA, YTBEpXKIASHHBIC NS JICUCHUS  DPEKTHIILHOM
aucyHkuuu cunaeHaduin, Tamamaduia W BapaeHadui, BBI3BIBAIOT 3HAYHMYIO
Ba30MIATAIIMIO JIETOYHBIX KPOBEHOCHBIX COCY/IOB C MAKCUMAaILHBIMU d(PderTamu,
HaOroaeMbiMu Tiocite 60, 75-90 u 40-45 munyT, coorBeTcTBeHHO [150].

Cunoenagu. Cunpgenapun  ABIA€TCA ~ AKTHUBHBIM  MEPOPAIbHBIM
CWJIbHOJICHCTBYIOIIUM U CEJIEKTUBHBIM HHTHOUTOpPOM (hochoaudcTepasbi-S5 THUIIA.
MHoOrouuciieHHbIC HEKOHTPOJIUPYEMbIC HCCIICIOBAHUS COOOIIMIIH 0
OmaronpusitHoM BiusHuU cuigeHaduna npu WAL, JIAT, ceszannbix ¢ 3CT,
BIIC u XTJIT" [151 - 153]. PKU (Super-1) na 278 nanuentax JIAI, mponaeueHHBIX
cunaeHadumom B go3e 20, 40 unu 80 Mr T.p.Ja. MOATBEPAWIO OJIaronpusTHOE
Biusiiue Ha TOH, cumnromer u remoauaamuky [154]. Tloctdakrym ananmms 84
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6ombubIX JIAT, cBs3zannoit ¢ BIIC, momyuaBmmx cuineHaduia B HCCIEIOBAaHUH
Super-1, moxkazan ynyumenue TOH, reMoauHaMUYeCKUX MapamMeTpoB H
(GyHKIIMOHANBHOTO Kiacca Ha 12 Hemenb Mo cpaBHeHWIO ¢ Ioiane6o [155].
VYTBepxkaeHHast no3a coctasiger 20 Mr T.p.A., HO JUIMTENIbHBIA 3QQEKT 10 ronaa
ObUT MPOJEMOHCTPUPOBAH TOJIbKO B A03¢ 80 Mr T.p.na. B KiIMHHMYECKON MpakTuke
9acTo HeoOXoaumo TuTpoBanue oT 20 Mr T.p.A. (B ocHoBHOM 40 - 80 mr T.p.1.).
Uccnenosanne PACES no uzyuenuto nodasnenus cuigeHaduaa K SIONPOCTEHOITY
obocyxmaercs B paszzaene "KomOunupoBanHas Ttepanusa” [156]. BombmmHCTBO
no6ouyHbIX d(PdekToB cunaeHaduiaa ObUTH JIETKOW WM YMEPEHHOM CTENEeHH W, B
OCHOBHOM, CBSI3aHBbI C Ba3ojuiatanueil (rojgoBHbIE 0OJM, TOKpPAaCHEHHE, HOCOBOE
KPOBOTEUEHUE).

Taoanagun. Tamamadun OXHOKPATHBINM, OMXHOJO30BBIM  CENECKTUBHBIN
uHruobutop Qochoauscrepassl - 5 TUMA, B HaAcToslee BpeMs OAOOpeH Jis
neuenus spektmwibHON nuchyakiuu. PK (PHIRST) na 406 manumentax JIAD (=
50% na done Tepanuu 60ceHTaHOM), Toy4yaBux Taganadun 5, 10, 20 umu 40 mr
OJIMH pa3 B JIeHb, IOKa3aJlid TOJOXKUTEIbHBIE pe3ynbTarsl TAOH, cumMnToMoB,
TeMOJIMHAMHUKNA M BpeMs KIMHUYECKOTO YXYAIICHHUS TPU MaKUCMAILHON [103€
[157]. Taxxe Obin moka3aH MTENbHBIA dPdekT. [Tpodminb nodouHbIX 3 heKToB
OBLT aHAJIOTUYEH C CUIIIEHADUIOM.

IJxcnepumenmanvhvie coeOUHeHUs U AlbMepHAMUBHbIE MEeOUKAMEHMO3HbIE
cmpamezuu

Hecmotpsa Ha miporpecc B neuenuu JIAI, QyHKIMOHAIbHBIE OTpaHUYCHUS U
BBDKMBAEMOCTh 3THX OOJBHBIX OCTAlOTCA HEYAOBIETBOPUTENbHBIMU. [lo 3THM
IPUYUHAM JIOTIOJHUTEIBHBIE TEPANEBTUYECKUE CTPATETHH, AJaNTUPOBAHHBIE K
pa3NUYHBIM NAaTOOMOJIOTMYECKUM HM3MEHEHUSM B HACTOSILEE BPEMs M3Y4aroTCs C
LEIbI0 YIYUYIIEHUS] CUMIITOMOB M JalbHEHIIEro MporHo3a. B Hacrosiee Bpems
BeimonHstoress I u Il ¢a3er uccnemoBanmii ciemyromux coenunenuii: NO-
HE3aBUCHMBIE  CTUMYJATOpPBl M aktuBatopbl nl'M®, HMHTaIALMOHHBINA
BA30aKTUBHBIM MHTECTUHAIBHBIA IENTUJ, HEIPOCTAHOUIHBIA arOHUCT PELeNnTopa
MPOCTAlIMKJINHA, TKaHEBbI JABOMHOW APD, UWHrHOUTOpHI THUPO3UH-KHUHA3BI
(naruduTop axkropa pocra TPOMOOIMTOB), a TAK)KE AHTArOHUCTHI CEPOTOHHHA.

Crnenyromue JONMOJHUTENBHBIE COCAMHEHUS HAXOAATCA HAa PAaHHEM CTaauu
pa3pabOTKU: HMHTHOWUTOPBI MPO-KMHA3bl, MHTHOUTOPHI pELEnTopa COCYAHCTOIO
AHAOTENINAIBHOIO (PaKTOpa pocTa, MHTMOUTOPBI AHTUONIOATHHA — 1 U MHIMOUTOPHI
3J1aCTas3bl.

Crpareruu reHHOW Tepanuu ObUIM MPOTECTUPOBAHBI HA KUBOTHBIX MOJEISX.
Tepanust cTBOJIOBBIMM KJIETKaMHU OKa3asach 3()(PEKTUBHON y MOHOKPOTAIMHOBOM
MOJENHN KPbIC U B HACTOAILIEE BPEMsI MPOXOAUT HMCHBITAHUS HA JTOKA3ATEIBCTBO
KOHUENUUA W TOA00p COOTBETCTBYIOUIMX 103 B MCCIEIOBAHUHM C Y4YacCTHEM
rmarueHToB ¢ JIAT.
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Kombunuposanunas mepanus

TepMuHn  KOMOMHUpOBAaHHAas ~ Tepamusi  OMHCHIBAET  OJHOBPEMEHHOE
WCIIOb30BaHuEe OoJsiee ueM oaHoro cnemnuduueckoro mnpemapara JIAI-kmacca,
Hanpumep, APD, unarudurop docdoaurcrepaspi-5 THMA, MPOCTAHOUBI U HOBbBIC
coenuuenus. KomOuHMpOBaHHAsI Tepamnus cTaja CTaHJapPTOM JIEYEHUS BO MHOTHX
nentpax JIAL', XxoTs u nonroBpemeHHasi 6€30MacHOCTh, U A3(P(PEKTUBHOCTH JO CUX
nop yOenuTensHO HE M3ydeHbl. MHOTOUMCIIEHHBIE CEpUM CIIydaeB MOKa3aiH, 4TO
paznuyHble KOMOUHAIIMYU MpEnapaToB OKa3aluch 0e30MacHbIMU U 3 (PEKTUBHBIMU
[140, 158 - 161]. B opmHOii W3 cepwii, MOJTAHOE MCIIOJIb30BAHUC
KOMOWHUPOBAHHOW TEpanmud B COOTBETCTBUU C TPEIONPEACIICHHON IIEIbI0
JedyeHusl ObUIO CBSI3aHO C  YJIYYIIEHHEM pe3yJbTaTOB 10 CpPaBHEHHUIO C
UCTOPUYECKON KOHTPOJIbHOU Tpymmoit [162].

Ony0JIMKOBaHBI pe3ynbTaThl HECKOJIBKUX PKH, OLIEHUBABIIUX
KoMOuHUpoBaHHYt0  Tepanuio npu  JIAI.  OtHocutenbHO  HEOOMIbIIOE
ucciienopanne BREATHE-2 [140] mokasano TEHACHIHMIO K  JIy4dIIeMYy
reMOAMHAMHYECKOMY BIUSHUIO HWCXOJAHOH KOMOMHALMM SMHOMPOCTEHONA —
OOCeHTaHa IO CpPaBHEHHUIO C OAHUM »monpocteHosioM. Hccnenoanne STEP-1
[163] mo wm3yuenuwro Oe3omacHOCTH W IPPEKTHBHOCTH 12 HENENBHOW TEparuu
WHTAJSIIUOHHOTO  WJIONPOCTa B JIONOJHEHHE K OOCEHTaHy OOHApYKHUIIO
He3HauuTenbHoe yBeanueHrue TOMX Ha 26 m mocne Babixanust (P = 0,051). Ilpu
MIPOBEJICHUU U3MEPEHUI 10 MHTAIILNHY TU1ane0o yiaydimeHnue pacctodaus B TOMX
coctaBmwio 19 m (P = 0,14). Iocne 12 Henmenb JieueHUsT Kakoe-IMOO0 YIydIICHHE
reMOJIMHAMHKY B TPYIINE WIOMPOCTA 10 WHTAISIIMN YCTAHOBIIEHO HE OBLIO, HO B
TPYIIIE WIOMPOCTa BpeMsl KIMHUYECKOTO YXYALIEHUS OBLI0 3HAYUTEIHHO
npoieHo (0 coObITHii IPOTHB 5 coOBITHIA B Tpymie mianedo; P =0,02). HampoTus,
apyroe PKU, COMBI, xotopoe Ttaxxe wu3ydano 3(PGheKTbl WHTAISIIMOHHOTO
UJIONpPOCTa, A00aBICHHOTO K OOCEHTaHy, OBLUIO MPEXKIEBPEMEHHO OCTAHOBJICHO
nociyie OecroJIe3HOCTH aHaiuu3a, Herokaszasiiero 3¢gdexkr TOMX umum BpeMeHH
KJIMHAYECKOTO yXyameHus [164].

HBa apyrux PKUM mo xomOunupoBaHHOW Tepanuu Briarouanu: TRIUMPH
[133] u PACES [156]. TRIUMPH wu3ydan »5¢ddekTsl HHTaIAIHOHHOTO
TPEMPOCTUHUIIA Y TAIMEHTOB YK€ MPOJICYEHHBIX OOCEHTaHOM WJIU CUJIICHA(DUIIOM.
[lepBuuHas KoOHeuHass TOYka, u3MeHeHMe TOMX Ha mnuUKe BO3ACHUCTBHUS MO
cpaBHeHHWIO ¢ Turane6o Obuta Ha 20 M Bemme (P < 0,0006). Ha skcmosuiuun
MUHUMAJILHOTO YPOBHS, T.€. 4epe3 > 4 4acoB MOCJe MHTAIALNY, pa3HuIa Obiia 14
M B monp3y rpynnbl TpenpoctuHmwia (P<0,01). Kakux-1mmbo cymiecTBEeHHBIX
pa3nuyuil B OMBIIIKE MO WHAEKCY bopra, ¢yHKIIMOHATBPHOMY KJIacCy W BPEMEHU
KJIIMHUYECKOTO YXYIIIeHUs HE ObLIO.

Uccnenosanne PACES paccmarpuBaiio 3gdextsl no6aBieHus cuiaeHadpuia
K dromnpocteHony y 267 mamuenToB JIAI'. Hambomee akTyalbHBIMH U3 BBIBOJIOB
ATOTO WCCIIEeNOBaHUA ObUIM 3HAuUMTENbHbIE yiuydmieHus B TOMX u BpeMeHu
KIMHUYECKOTO yXyaieHus uepe3 12 nepens HabmoaeHus. Cineayer OTMETUTh, YTO
B 3TOM UCCIIEIOBAHUU 3apErUCTPUPOBAHO 7 CIyyaeB CMEPTH U BCE OHU
MIPOM3OIILTH B TPYIIIE Mareoo.
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CymiectBytoT gonosHutenbHble aaHHble PKM mo coueranuiro APD wu
UHTUOUTOPOB QocdoaurcTepaspi-5 Tuma. B moarpymmne narueHToB, BKIIOUEHHbBIX
B uccienoBanne EARLY [141] (Oocenran y mamuentoB ¢ JIAIT BO3-OK Il),
KOTOpBIE YK€ MPOILIM TEparnuio CuiaeHapuioM, reMoauHaMudeckuil spdext
JIOTIONHEHUsT OOoceHTaHa ObUI COMOCTAaBUM C pE3yJibTaTaMU, MOJY4YEHHBIMU Y
OOJIBLHBIX 0e3 (doHOBOTO JICUCHUS cuIeHapUIIOM. Onucanbl
(hapMaKOKHHETHUECKHE B3aMMOACHCTBUS MEXIY OOCEHTAaHOM M CHJICHA(UIIOM,
KOTOpPBIE BBICTYMAIOT B KAYECTBE MHIYKTOPOB WJIM MHTUOUTOPOB IuTOXpoma P450
CYP3A4, coorBercTBeHHO. COBMECTHOE Ha3HAYE€HHE O0OMX BEIIECTB MPUBOIAUT K
CHUKEHUIO YPOBHA cuijeHaduia B MIa3Me M YBEIUUYEHUIO TJIA3MEHHOTO YPOBHS
O0ocenrana [165]. Takum oOpa3oMm, IOKa HET TMPU3HAKOB TOrO, 4YTO OTH
B3aMMOJICHCTBHUS CBSI3aHBI CO CHIDKeHHEM Oe3omacHocth [166], Ho Bompoc o ToMm,
3HAYUTEIHLHO JI CHIDKAETCS KIMHUYecKas 3(G(GeKTHBHOCTD CruIeHadwa ocTaeTcs
emie Ha craauu oOcyxjeHus. dapMakOKMHETUYECKHE B3aUMOJICUCTBUS MEXIY
cwineHapuwIoM ¥ JOBYMS JPYyruMu JOoCcTynHbIMEU APD, cuTakceHTaHOM W
aMOPHUCEHTAaHOM, €IIe HEe COOOIANCH.

B wuccnenopannu PHIRST [157] xomOumuainus Ttamanaduina u OoceHTaHa
npuBena K nosbilieHWt0 TOH 1o crarucTHyeckd 3HAYMMOM TpaHULbl (aHAIU3
moarpymm). Jlms  9TMX  OBYX  COCOWHEHWHA  TakkKe  OBLUIM  TMOKa3aHbI
(bapmakokuHeTHueckue B3aumoeicreus (Tabauya 20).

CoxpaHseTcss MHOTO OTKPBITBIX BOIPOCOB, KacCArONIUXCs KOMOMHHPOBAHHOM
TEpanuv, B TOM UYHCIE BBIOOP COYETAHMS JIEKAPCTB, ONTHUMAJBHBIE CPOKH
[mepBuyHass komOuWHaIuss (y paHee HE JICYMBIIUXCS MAIMEHTOB) WU
HoCjIeIoBaTeIbHOE covyeTanre (B 3aBUCHMOCTH OT OTBETa Ha MEPBBIMA mperapar)],
BpeMsi TEpeKJIoYeHuss W KoMOuHupoBaHus. Ilpu BO3MOXHOCTH, KOTrja
IPUMEHSIETCS KOMOMHUPOBAHHAS TepAIus, MAIIMEHTHI TOJKHBI PACCMATPUBATHCS B
pamMKax KIMHUYCCKUX HCIBITAHUNH WM peecTpoB. KoMOWHWpOBaHHAS Tepamus
yCTaHOBIEHHbIMU mpemnapatamu JIAIT pekomeHayercs y mamueHToB 0e3
aJICKBaTHOTO OTBETa Ha MOHO-TEpAITUI0, HO KOMOMHUPOBAHHAS Tepamnus J0JDKHA
ObITb Ha3HAY€HA TOJBKO OSKCHEPTHBIMU LEHTpaMH. SIBJseTcs JIM OTBET Ha
MOHOTEPANHIO IOCTATOYHBIM MOKHO PEIIUTh TOJHLKO Ha WHIUBHUYaJTbHOW OCHOBE.
OTO OTHOCHUTCS K KaXJAOMYy KOHKPETHOMY MalMEHTY, KOTOPBIA, HECMOTpsS Ha
MOHOTEpANI0 U ONTUMHU3UPOBAaHHOE (HOHOBOE JIEUEHUE, UMEET HEAOCTATOUHBIN
KIMHUIeckuit otBeT (Pucynox 2 u Tabauya 22).

bezonacHocty ¥ 3 (PEKTUBHOCT, MHTMOUTOpa TUPO3UH-KHHA3bl npu JIAT
JOJKHBI  OBITH WCCJIEAOBAaHBI B JalbHEWIIEM, a B HACTOSIIEC BpeMs,
MCII0JIb30BAaHUE 3TUX MPENapaToB JOJKHO ObITh orpannueHo PKU.

Bzaumooeiicmeue nexapcme

3HauMMBbIC JICKAPCTBCHHBIC B3aUMOJICUCTBHS, CBSI3aHHBIC C TIperapaTaMu
cnenuduyeckorr Tepanuu JIAI' mokazanbl B Tabauye 20. Dta Tabiauia
MOTYEPKHUBACT HM3BECTHHIC Ba)XKHBIC B3aWMOJICHCTBUS, HO HE BKJIIOYACT B CeOs
TEOPETUYECKH HEMPOBEPEHHBIC B3aMMOJICUCTBHSI, KOTOPHIE BCE €I MOTYT OBIThH
KIIMHUYECKUA 3HAYMMBIMHU.
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Bbocenran siBnsiercst uaaykropom ruroxpoma P450 nzopepmentoB CYP3A4 u
CYP2(9. [1nazmenHble KOHLIEHTPAIIUU MPENapaToB, METa00IM3UPOBAHHBIX ATUMU
n3oepmMeHTamMu OyIyT CHUKEHBI MPU OJHOBPEMEHHOM Ha3Haye€HUM OOCEHTaHa.
Bocentan Takke Merabonu3HpyeTcss ITUMU (EepMEeHTaMH, TaK YTO UX
UHTUOMPOBAHUE MOXKET YBEJIMYHUTH IUIa3MEHHYIO KOHIIEHTparuio OoceHTaHa. B
JTOMOJHEHUE K B3aWMOJCHCTBHUSAM, MOKa3aHHBIM B Tabiauye 2(), KOMOWHAIIMUS
momHoro wuHruoutopa CYP3A4 (kerokoHa3oja WM PUTOHABUPA) W/WIU
unruouropa CYP2C9 (manpumep, aMuogapoH uiu (paykoHa3od) ¢ OOCEHTaHOM
MOXKET TIPUBECTH K TIOTEHIMAIBHO MPOTHUBOIOKA3aHHOMY 3HAYUTEILHOMY
YBEITUUCHHUIO MJIa3MEHHOT O YpOBHS OoceHTaHa, 9TO SIBJISICTCS
NPOTHBOIIOKa3aHWEeM. B3auMoJeiCTBUSI TEOPETHUECKH MOTYT TPOUCXOIUTH C
UTPAKOHA30JI0M, TAKPOJIMMYCOM, CHPOIMMYCOM, KapOama3ernuHoM, (PeHUTOUHOM,
(beHo6apOUTOHOM, TaTICOHOM U 3BEpO0OEM.

CurakceHTan sBHsieTcss HUHrubutopom unuroxpoma P450 wuzodepmenta
CYP2C9 u cnabeim unruoburopom CYP3A4/5, CYP2C19 u CYP2C8. On
metabomusupyercss CYP2C9 u CYP3A4/5. CutakceHTaH TakKe MOXKET OBITH
cyOCcTpaToM il OpPraHMYECKOro aHWOHA TPAHCHOPTUPYIOUIUMX OEJIKOB, a
MJIa3MEHHBIE YPOBHH CUTAKCEHTaHa MOTYT IMOBBIIIATHCS OT MPEemapaToB, KOTOPHIC
B3aMMOJICUCTBYIOT C OPraHMYECKHMMH aHHUOHAMU TPAHCIOPTUPYIOMUX OENKOB,
TaKUX KaK IIUKIJIOCIIOPUH, HEKOTOPhIE CTAaTHHBI U JIEKapcTBa OT TyOepkysnesa. [Ipu
MpreMe BHYTPh C OpajbHBIMH KOHTPAIICNITHBHBIMH TIperiapaTaMiu, CHUTAaKCEHTaH
YBEJIMYHMBAET BO3ACHCTBHE ICTPOre€Ha, KOTOPBI TEOPETUUECKH MOKET NMPUBECTH K
OOJILIIIOMY PUCKY TPOMOOIMOOIHH.

Cungenapun wmerabonusupyercss 1utoxpomom P450  wuzodpepmentamu
CYP3A4 (ocuoBHoii myts) u CYP2C9 (momomuutenbHbIM myTh). CylllecTByeT
B3aMMOCBSI3b YBEJIMYECHHS OWOMOCTYMHOCTH CuiijeHadusia ¢ yMEHBIIICHHBIM
kmupencom  CYP3A4  cyberpatoB, u CYP3A4 cyOctpatroB ¢  Oera-
anpenodmokaropamu. Uuaykropet CYP3 A4 takue kak kapbamasenuH, (eHUTOHH,
dbenobapOuTasn, pupaMnuIiH U 3BepOOON MOTYT 3HAYUTEJILHO CHU3UTh YPOBCHD
cuineHaduna. YpoBHu cuiifieHaduIa HE3HAYUTENbHO YBEIMUYMBAIOTCS HA CBEKUMN
cok rpeiindpyra, cnadsiii uaruourop CYP3A4.

Hakonen, HeoOxomumo o0Opatuth o0coboe BHMMaHue, korga JIAIL'-
cnenuduyuecKuil mpemnapaT Ha3HA4YaeTCs OJHOBPEMEHHO C aHTUTUIEPTEH3UBHBIMU
CpeACTBaMH, TaKUMU Kak [ - aapeHOOJOKAaTOpbl, WHTMOUTOPHI AHTHOTEH3MH-
npeBpamaronero (GpepMenta u Jp., 4ToObl HU30€KaTh YPE3MEPHOM CHCTEMHOU
TUTIOTCH3UH.

7.3.4 Jleuenne apurMuii

ApUTMUHU SBJISIOTCA BaXHOW KIMHUYECKOM mpodsieMoil y OonbHbIX JIAI. B
OTJMYME OT TAalMeHTOB C 3a0o0JeBaHUSIMU  JIEBBIX OTJAEJIOB  Cepaua,
3JIOKAYECTBEHHBIE  KEJIYAOUYKOBBIE AapUTMUH, TakKW€ Kak IKEIyI04KOBas
TaXMKapusl, TpeneTaHne U PUOPUILIALIMS JKEeTyJOYKOB penku y OonbHbix JIAL'. B
cepur 132 3acBHUIIETEILCTBOBAHHBIX OCTAHOBOK cepiana y mnaiueHtoB c JIAT,
(GUOpHIUTALINS JKETYI0YKOB HaOoganach uiib B 8% ciyuaeB [168]. Emie oana
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cepus u3 231 mamuenta ¢ JIAI' i XTJII' mocne Gonee 6-1eTHero nepuoaa He
IpeICTaBUIIa HU OJHOTO Cydas 3JI0KaueCTBEHHOMW JKeTyJ0YKOBOW aputMuu [46].
B pamkax 3Toil cepuu CyNpaBEeHTPUKYJSIPHbIE TaXUAPUTMHUHU MPOUCXOJUIU C
exerogHon uactotoil 2,8%. Tpemeranue u MepluaHue mpeaAcepAnil ObLIH
OIMHAKOBO YacThl M, KaK apUTMUH, HEMHUHYEMO MPUBOJIWINA K YXYAIICHUIO C
KJIMHUYECKUMH TpPU3HAKAMH TPABOKEITYAOYKOBOM CEpACUYHON HEAOCTAaTOYHOCTH.
Jleuenue TpeneTaHus TMpeACEpIUd OKa3aloch Oojiee YCIEUIHbIM, YeM JICUCHHE
bubpwanuu npeacepauid. BoccTaHoBieHHEe CTaOMIBHOTO CHHYCOBOTO pPHUTMA
OBUTO CBSI3aHO C OJIATOMPHUATHBIM JIOJTOCPOYHBIM BBDKMBAHUEM, B TO BpeMs Kak
crolikue pubpmmisauuu npencepanii 6putn cBsizanbl ¢ > 80% cMepTHOCTHIO 3a 2
rofa [46]. XoTs mepCreKTUBHBIC U KOHTPOJUPYEMbIC JaHHbIC OTCYTCTBYIOT, 9TH
pe3yNbTaThl MOKAa3bIBAIOT, YTO MOJJEP)KaHHE CTAOMJIBHOIO CHHYCOBOTO pHUTMa
CIIeIyeT paccMaTpuBaTh B KAadyeCTBE Ba)KHOW Ienw JiedeHus OombHBIX JIAI. B
HesiX  JOCTHXKEHHMsS  CTaOMJIBHOIO — CHUHYCOBOTO  pUTMa  Takke  CIeayeT
paccMaTpuBaTh ~ TPO(PIIIAKTUKY  aHTHAPUTMHUYECKUMH  TIpemapaTtamu  0e3
HETaTHUBHBIX  MHOTPOIHBIX  A((EeKToB, TakKMMHM Kak aMHOJapoH  (CM.
B3aumojieiictBuss B Tabauye 20), naxe ecid KOHKPETHBIC JaHHBIE O €ro
3¢ (HEeKTUBHOCTH OTCYTCTBYIOT.

7.3.5 bajioHHasi npeacepAHAas CeNTOCTOMHUA

[lanmenTsl ¢ cuHIpoMOoM Al3eHMeHrepa U nanueHTsl UJIAIDT ¢ OTKpbITBIM
OBAJIbHBIM OTBEPCTUEM HMMEIOT MPEUMYIIECTBA BbDKMBAHUS HAJ TEMH, KTO 0e3
OTKPBITOIO0 OBaJibHOIO oTBepcTus [169], YTO CBUAETENHLCTBYET B MOJB3Y
KOHLIENIMU TpencepaHont cenrtoctomun B kadecTBe jedueHus WIIAI. Coszpganue
MEKIIPECEPAHOTO CIPaBa-HAJIEBO IIYHTA MOXET JEKOMIIPECCUPOBATh IPaBbIe
KaMmephl cepia, yBeanuuth npeanarpy3ky Ha JOK u CB [170, 171]. Kpome Toro,
ATO TMOBBIIAET CHUCTEeMHBIN Tpancnopt O, HecMoTps Ha aprepuaibHylo O,
necarypanuto  [170] ©®  CHWKaeT  CHMITATHYECKYIO  THICPAKTHBHOCTD.
PexomeHiyembIii METOJ] TpeACTaBisieT cOOOM TpaalyHpOBaHHYIO OaJTOHHYIO
NPEACEPAHYIO CENTOCTOMMIO, KOTOpasi MPUBOJUT K SKBUBAJICHTHOMY YJIyUYIIEHUIO
FEMOJAMHAMHUKA W CHUMIOTOMOB, HO C MEHBIIUM PHUCKOM MO CPABHEHUIO C
OpPUTMHAJIbHBIM  PAacCeKarolMM  METOAOM. [I[pyrue  MeTonbl  CUHUTAIOTCA
SKCIIEpUMEHTaIbHBIMU [172].

TmwarenbHas npeaBapuTeNbHAs OLEHKA PHCKOB IMPOLIEAYpbl 00eCleynBaeT
YMEHBIIICHUE CMEPTHOCTU. bayonnyo mnpexacepauyio centoctomuto (BIIC),
cienyer u3berarb B TEPMUHAIBHON CTauW Yy MAIMEHTOB C MCXOJHBIM CpPEIHUM
JIIII > 20 MM pt.cT. 1 HaceimeHueM O, B nokoe < 80% OT KOMHAaTHOTO BO31yXa.
Jo paccmorpenust BIIC mnanuveHThl OOMKHBI HAXOAUTHCS HA ONTHUMAIbHOM
MEIUIIMHCKOW  Tepamuu, KOTopas MOKET BKJIIOYATh  IPEeABaApPUTEIIHHOE
KOHIUIMOHUPOBAHWE C  B/B HMHOTPONHBIMU  Tipemapatamu.  JlaHHBIC
CBUJIETENLCTBYIOT O Tosib3e y mamueHToB ¢ BO3-OK IV mpaBoxkenynoukoBoi
CEpJICUHON HEJOCTAaTOUYHOCTHIO, pePpaKkTepHON K MEIUKAMEHTO3HON Teparuu Wiu
C TSOKENbIMM CHHKONambHbIMH cumnTomamu [170, 171]. BIIC Ttakke MoOXKeT
paccMaTpuBaThCid y TMALMEHTOB, OXHUIAIOIMIUX TPAHCIUIAHTALMIO WJIM KOrja
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MeJMKaMeHTO3Hast Tepamusi He goctynHa. Tsokemas WJIAIT Obula OCHOBHBIM
nokasanueM K bBIIC y B3pocibIX, XOTs Apyrue mokaszaHus Brmoudaor JIATL,
acconuupoBaHHy0 ¢ xupyprudecku koppurupyembimu BIIC, 3CT, nucrampHOU
XTI, 3JIB # JIero4HbIM KaWJUIIPHBIM TEMaHTHOMAaTO30M.

OneiTr nokassiBaer ynydiieHuss B CH, yMmeHbIIEHUE NaBICHHUS INPaBOroO
npeacepaus ¢ ymyamenuem TOMX [170, 171].

Bmusuaue BIIC na nonrocpoyHoe BeDKHMBaHHE HEe ObLIO ycTaHoBiieHo B PKU
[170, 171]. BIIC cunemyer paccMarpuBaTh KaK MNAUTHATUBHYIO WM
IPOMEKYTOUHYIO TIPOLENYPY, BBIIOIHAEMYIO TOJBKO B LEHTPaX C OIBITOM
poBeCHHs 3TOro MeToaa [42].

7.3.6 Tpancnianranus

C nosiBnenueM crenuduieckor tepanuu Tskenbix Gopm JIAD cokpatunock
KOJMYECTBO MALMEHTOB, HAMNPABISIEMBIX K CHEHUAIACTAM TIO0 MpOrpaMmam
nerouHoi TpaHcruiantanuu [42]. OtnajeHHbIE pe3yabTaThl METUKaMEHTO3HOIO
neyeHus: OONBHBIX OCTAIOTCS HEOMpEACNICHHBIMHM, a TpaHCIUIAaHTAlMs JOJDKHA
OCTAaBaTbCsl BAXKHBIM BAPUAHTOM [UJISl T€X, KTO HE IMOJy4aeT TaKyl TEpalluio.
HccnenoBanus mokaspiBaloT, 4to y 25% manuentoB ¢ WMJIAID cneunduueckas
MEIMKaMEHTO3Has Teparus MOKET ObITh HEIPPEKTUBHA, a IPOrHO3 Y MALUEHTOB C
BO3 ®K Il — IV sBasercs nHeOmaronpusatHeiM [79, 97]. MexayHapoaHbie
MPaKTUYECKUE  PYKOBOJACTBA MO  OKA3aHHUIO  IOMOIIM  OITYOJIMKOBaHBI
MexayHapoaabiM OOIIIECTBOM 10 TPaHCIIAHTAIIMHU cepilia u Jierkux [173].

[Tporuo3 JIAT" BapbHpyeT B 3aBUCUMOCTH OT 3THONIOruH, a JIAT', cBA3aHHas
3CT umeer xyammuii mporuo3, yeM MIIAID gaxe npu jnedeHUn MpOCTAHOWIAMHU, B
To BpeMs kak mnamueHThl ¢ JIAI, cBazannoit ¢ BIIC, wuMeroT aydinyro
BBDKMBAEMOCTh. XY/IINI MPOrHo3 Habmoaaercs y 0onbHBIX ¢ DJIB 1 nerounsim
KamWUISIPHBIM reMaHTMOMAaT030M u3-3a OTCYTCTBUS s dexTuBHOTrO
MEIUKAMEHTO3HOTO JICYEHUS] U TIPU YCTAHOBJICHHM JIMArHO3a MAIIMEHTHI JOJKHBI
OBITh BHECEHBI B CITUCOK JJIsl TPAHCIUIAHTALIMH.

B moboM ciyyae, manueHThl C MPU3HAKAMHU, ONPENEISIOIMMU  XYILIUN
npopwns  nporHo3a  (Tabruya  15), HecMOTps  Ha  MaKCUMAIbHYIO
MEIUMKAMEHTO3HYI0 TEpalui0 JOJDKHBI OBITh  HANpaBJIEHbl HA  JIMCTUHT
TpaHCIUJIaHTAllUH.

O06e TpaHCIIaHTAlUM CEPALC-JIETKOE W JBOMHAs TpaHCIUIAHTALUS JETKUX
pa3paboransl npu JIAT', XOTs mOpor HEYCTPAaHUMOM CUCTOIMYECKON TUCHYHKIUU
IDK w/mmm guactommueckod auchynkuuum JDK nHeuwsBecren. Kak crencrtsue,
KOKIbII LEHTp pa3paboTan COOCTBEHHYK CTpaTeruio s BblOOpa TUIA
TPAHCIUIAHTAIIMK Y KaXJIOro KOHKpPETHOro 0ojibHOro. OJHAKO H3-3a HEXBATKHU
JOHOPCKUX OpraHoB, y OOJIBIIMHCTBA MAlMEHTOB paccMaTpUBaeTCa JBOMHAA
TPaHCIUIAHTAlMs JIETKWX. XOTS TII0CJI€ JBOMHOW TPAHCIUIAHTAMU JIETKHUX
noctHarpy3ka IDK  HememnmenHo  cHmkaercsa, cucroymdeckas IDK  wu
muactonuueckas  JOK  (yHkuum — HemenneHHO — He  yJaydInaloTcd, — a
reMOJIMHAMHUYecKasi HECTaOMJILHOCTh SIBJSIETCSl 4YacTOM mpoOJieMOl B paHHEM
nocjeonepaunoHHoM nepuoge. Oxazanoch, 4yTO 00€ OAHO U JBYCTOPOHHHE
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MpOLEAYypbl  NPOBOAWINCH C AHAJOTMYHBIM BbDKMBaHUMEM. OJHaKo mr00oe
OCIIO)KHEHHME, NPOUCXOAAIICE B AJUIOTPAHCIUIAHTATE IIOCJIE TPAaHCILIAHTALUU
OJIHOTO JIETKOTO CBSI3aHO C TSDKEIOM THUNoKcemuen. B Hacrosimee Bpewms
noJaBistoniee  OOJNBUIMHCTBO  IALMEHTOB BO BCEM MHpE  IOJBEPIIIOCH
JIBYCTPOHHEH Iepecajke JIETKUX, O YEM CBHJIETEIbCTBYIOT LH(PBHI peecTpa
MeskTyHapoIHOTO 00IIecTBa Cep/lla U TpaHCIUIaHTaluK Jerkux [174].

XoTsi OONbHBIE C CHHIPOMOM AM3EHMEHTepa W3-3a MPOCTHIX IITYHTOB
NOJMYYWIA  JICYEHHE  H30JMPOBAHHOM  TPAHCIUIAHTAIMEW  JIETKOTO U
BOCCTAHOBJICHHEM cepiuevyHoro gedekra [174], mamueHthl C  gedexTamu
MEXOKEITYT0YKOBOM NEPETOPOAKA MOT'YT UMETh JyYLIMH PE3yJbTaT C CEPIEYHO-
JIETOYHOM TpaHcIutanTaruei [175].

OOmiast S5-meTHsAsT BBDKMBAEMOCTb IMOcCi€ TpaHcniaHTanuu npu  JIAT

coctaBisier 45-50% ¢ mocienyromMME MOKa3aTeIsIMH XOPOIIEro KauyecTBa KU3HU
[174].

7.3.7 ANropurM Jie4eHus

e Airoput™m Jedenus nanuweHToB ¢ JIAIT [176] mokasan Ha Pucynke 2.
Knaccel pexoMeHnanuii ¥ ypoBHHM JOCTOBepHOCTH Tipu JsedeHun JIAT [177]
nokazanbl B Tabauye 21. OmnpeneneHue KIMHUYECKOTO OTBETa Ha JICUCHHE
npencraBieHo B Tabauye 22. HopMaTWBHO YTBEpXKACHHBIE U MapKHPOBAHHBIC
METOAbl METUKaMEHTO3HOro JieueHus JIAI' mo onpeneneHHbIM CTpaHaMm MMOKa3aHbI
B Tabauye 23. IloTeHITMaNbHbIE B3aUMOJICUCTBUS JICKapCTB MIPUBEACHBI B 1abauye

20.

Tabonmuma 21 Pexomengauum mno 3¢p¢pekTuBHOCTH crnennduyecKo
JIEKAPDCTBEHHOM TepanuM, OAUVIOHHOW TNpeJcepAHOil CenTOCTOMHMU H
JIETOYHOM TPAHCIUVIAHTALMM TPH JIETOYHOH apTEepHATIBLHONW T'HIIEPTEH3UHU
(rpynmmna 1) B coorBercTBUN PyHKIMOHAIBbHBIM Kjiaccom BO3 (BO3 - ®K)

Kunacesl pekoMmenganuii —
YPOBHHM IOCTOBEPHOCTH
IHoka3artesnn/neuyenne BO3-®K | BO3_®K | BO3 — K
1 Il Vv

BI1okaTophl | - C* | - C? -
KaJIbIITUEBbIX
KaHaJIOB
AHTaroHUCTHI AMOpuceHnTaH I-A I-A lla—C
PELEnTOpOB Bocenran I-A I-A lla—C
AHIOTEITNHA CurakceHTaH lla-C I-A lla—C
HNuruburopsl Cunpenadun I-A I-A lla—C
dbochoaudrcrepa-
351 — 5 THIIA Taganapun’ |-B |-B lla—C
[TpocTanou sl Bbepampocr - Ilb—B -

OnonpoCcTeHOJI - I-A I-A

(8/B)

Wnonpoct - I-A lla—C
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(MHTaNIAIIN)
Wnonpocr (B/B) - lla—C lla—C
TpenpocTuHuI - |-B Illa—C
(n/x)
TpenpocTuHmI - lla—C lla—C
(8/B)
TpenpocTuHnn - I-B lla—C
(I/IHFaJISIHI/II/I)b
Hauanpnas - - lla—C
KOMOWHHUPOB.
JIEK. Teparus
CekBeHIl. lla-C lla—-B lla—-B
KOMOWHHPOB.
JIEK. Teparus
bannonnas - I-C I-C
npejacepaHas
CENTOCTOMMUS
TpancrutanTamus - I1-C I-C
JIETKUX
* TonmbKO y OTBETHBILMX Ha OCTPhIM Ba30pEaKTUBHBIM TecT, | — IS MAMOmaTHYECKOi

JIATI', nacnenctennoit JIAI' u JIAT', cBs3annoii ¢ anopektukamu; [la gius AJIAID cocrosiHuid.
b Perynsipnast npoBepka B EBpornelickom corose.

e Kitaccel mpemapatoB mepeuuciieHbl B andaBuTHOM mnopsiake (APD,
UHTHOUTOPBL (hochoandCTepa3bl-5 THMA, MPOCTAHOUIBI) U OJHO COCAMHEHUE

pUBEJECHO B ajaBUTHOM MOPSAKE B Mpejenax Kaka0oro kiaacca Ha Pucyuke 2 1 B
Tabnuyax 21 n 23.

Tadonuna 22 Onpenenenne HealeKBATHOM peakiuu Ha jgedyeHue JIAT (cm.
TaKKe pasjaes 7.2.5 u 7.2.6)

Henocrarounplii KIMHUYECKMH S(QQPEKT y NALUEHTOB, Y KOTOPBIX OBLIO
Hayato jedenue npu BO3 - OK II nim III:

(1) nDpuBomAIMiA K KIMHUYECKOMY CTarycy, ONpPEAEIIEMOMY Kak
CTaOWJIbHBIN U HE YAOBIETBOPUTEIbHBIHI

(2) nDpuBOmAIIMKA K KIMHHUYECKOMY CTaTyCy, ONpPEAEIEMOMY Kak
HECTAOMJIbHBIN U KJIMHUYECKOE YXYALLICHUE

HeanexkBaTHbIN KIMHUYECKUN OTBET y MAllMEHTOB, Y KOTOPBIX ObUIO HA4aTo
neuenue mpu BO3-OK IV:

(1) Her 6picTporo ynyumenus (nepexona) k BO3-®OK III v Boime

(2) npuBomAmMIA K KJIMHUYECKOMY CTaTyCy, ONpPEICIIeMOMY Kak
CTaOMJIbHBIN U HE YAOBJIETBOPUTEIIbHBIN

e AITOPUTM JIEYCHUS K TMAlMEHTOB JPYIHX KIMHHUYECKUX TPYI He
OpUMEHseTCs, U 0coOeHHO y mamueHtoB ¢ JII', cBsa3aHHON co 2 rpymmoil —
3a00JICBaHUSMU JICBBIX OTJAEJIOB CepAlla Wi ¢ 3 TPYIoil — 3aboieBaHUSMU
nerkux. Kpome Ttoro, 8 PKM B OCHOBHOM OBUIM OILIEHEHBI Pa3IMYHBIC METOJIbI
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neuenust WIIAL, wacnencrBennwsix JIAIL', JIAI', BBI3BaHHBIX aHOPEKTUYECKUMH
npenaparamu, a Take JIAD, cBssandbix ¢ 3CT wmm BIIC (6e3 wiu ¢
XHPYPru4eckoi Koppekiueii). Kiaccel pekoMeHaanuii U ypoBHU JOCTOBEPHOCTH
npu apyrux noxarpymnmax JIATT Hmke (cM. pasfien, MOCBAIICHHBIH OMpeneIeHHbIM
noasugam JIAT).

Tadmuma 23 HopmaruBHoe yTBep:xkiaeHMe u MapkupoBku JIAT

crneunpuuecKoi JJeKApCTBEHHON Tepanuu B OlpeeJIeHHbIX CTPaHax

Jleuenue Crpana MapkupoBka
JTHOJIOT U BO3 - ®K
BKK - - -
AwmMOpucenTan CIIIA, Kanana JIAT In—1r-1v
EC JIAT 11l
Bocenran® EC JIAT T
CIIIA, Kanana JIAT In—1u-1v
CurtakceHTaH EC JIAT Il
Cunpaenadun CIIIA, Kanana JIAT In—1r-1wv
EC JIAT -1l
Tagamadur CIIA JIAT H—11- 1V
bepanpoct Snounus, Kopes JIAT In—1mn-1v
DHONIpPOCTEHOT Espomna ° JIAT 1l - 1v
(8/B) CHIA, Kanana NIIAT u JIAT - - v
3CT
Nnonpoct EC WIAT I
(MHT AN ) CIIIA JIAT i - 1v
Nnomnpocr (B/B) Hogas 3enannus | WIAT, JIAT'-3CT - v
N XTJII'
TpenpocTuamnn CIIA JIAT In—1r-1v
(/k) Kanana JIAT I — v
EC* WJIAT 1l
TpenpocTunmn CIIA® JIAT In—1ul-1v
(B/B) Kanana JIAT I — v
TpenpocTuHmn CIIIA JIAT 11
(I/IHFaJ'DII_[I/II/I)b

® KoHKpETHO yTBEPKIEHO TaKke st JIAT, CBSI3aHHOM ¢ BPOKIECHHBIMU CUCTEMHO — JIETOUHBIMU
NIyHTaMu ¥ (pusnonorueii Ali3eHMeHrepa.

® ox perymsiproit mpoepkoii EBpomeiickoro coosa.

¢ DIoMpoCcTeHo He 3aperkucTprupoBaH B EBpore depe3 meHTpaan3oBanHyro mporenypy EAJIC,
HO Ha HallMOHAJILHON OCHOBE 0100pEH B Pa3iMYHbIX €BPOIEHCKUX CTpaHax.

d TpenpoctiuHua HE 3aperucTpupoBad B EBpone uepes3 meHTpanu3oBaHHyo npouenypy EAJIC,
HO oHIIMAaTBEHO yTBEpXKIAeH BO DpaHINK U B IPYTrUX CTpaHaX yepe3 MPoIlecc B3aUMHOrO MPU3HAHUS Ha
HallMOHAJIBHON OCHOBE.

B ciydae HEepeHOCUMOCTH TTOIKOKHON (OPMBI.

3CT - 3aboneBanusi coemuHuTenbHONM TkaHu; XTJII' - XxpoHnyeckne TpoMOOIMOOIMUYECKHE
nerounsle runeprensun; EAJIC — EBpormeiickoe areHTCTBO JekapcTBeHHbIX cpenacts; MIIAD —
UaUonaTHYecKas JierouHas aprepuaibHas runeprensus; JIAI — nerounas aprepuaibHas THIEPTEH3MS,
BO3-®K - BcemupHas opraHu3anus 3ApaBoOXpaHeHus - QYHKIHOHAJIBHBIN KIACC.
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o [IpeyioKEHHBIM  TEPBUYHBIA  MOAXOA  IOcie  JauarHocTuku — JIAT
3aKJII0YAeTCS B MPUHSATUU OOIIMX MEp, MHUIMAIIUU TTOAJCP>KUBAIOIIEH Tepanuu 1
HaIIPaBJICHUH B SKCIIEPTHBIN LIEHTP.

e OCTphbIil TECT Ba30PEAKTUBHOCH JOKEH MPOBOJUTHCS Y BCEX MAIUEHTOB C
JIAT" 1 rpynnel, xots y nanueHtoB ¢ WMJIAIL, nacnencrsenHoint JIAI' u JIAT,
CBSI3aHHOM C KCIOJIb30BAHHEM aHOPEKTHUKOB, HanbOoOJiee BEPOSATHO MPOSBIICHUE
OCTPOT0 TOJIOKHUTEILHOIO OTBETA U TOJYYEHHUE IMOJIb3bl OT TEPANUU BBICOKUMU
nozamu bKK. Ba3opeakTMBHBIX MAllMEHTOB, KAK YKa3aHO BBILIE, CIEAYET JICUUTh
ontuMalibHO niepeHocuMbiMu 03amMu BKK (cMm. pazpen 7.3.3); anexkBaTHbI OTBET
JIOJKEH OBITh TIOATBEPXKACH uepe3 3-4 Mecsiia JIeUeHUsI.

e HeuyBCTBUTENBHBIX K OCTPOMY Ba30pPEaKTUBHOMY TeCTy marueHToB ¢ BO3-
OK II cnenyer neunts APD unm unruburopamu pocdoausdcrepasbi-5 Tuna.

e HeuyBCTBUTENIbHBIE K OCTPOMY Ba30pPEaKTUBHOMY TECTY WJIM OTBETHUBIIHE,
KoTopble ocrarorcss B (mimm  mporpeccupytor) BO3  ®OK-II  momkHb
paccMaTpuBaThCSl KaK KaHJIWJATHl AJid JiedeHus oo APJD, nubo uHruburopamu
dbocdoaurcTepasbl — 5 THNA, JIMOO MPOCTAHOUIAMH.

e [lockolIbKy paBHOE CpaBHEHHE CpEId pa3JIMYHBIX JIEKAPCTBEHHBIX
COCIMHEHUW HE JOCTYNMHO, Tepamusi TMEpBOM JMHUU, OCHOBaHHAas Ha
JI0Ka3aTeIbCTBaX HE MOXKET OBITh MpeJJIo’keHa. B 3ToM ciyuyae BbIOOp Mpernapara
3aBUCHUT OT IIEJIOTO psifa (pakTopoB, BKIIOYAs OIpelesieHue craryca, crocoda
BBeJICHUA, Npoduiisi NoOOYHBIX 3(P(EKTOB, MPEANOUYTCHUN NAUMEHTa M OIbITa
Bpaueil. HekoTopheie 3KCIepThl U3-3a MOJIO0XKUTEIBHOTO BIUSHHS HA BBKUBAEMOCTh
nanueaToB BO3-OK Il B xauecTBe mepBoii JUHUM BCE €IIe HMCIOJIb3YIOT B/B
AMOMPOCTEHO.

e ¥V mamuentoB c¢ JIAIT BO3-®K IV HenpepsiBHOE B/B BBEIEHHUE
SIOMPOCTEHOJIAa PEKOMEHIYeTCsl B KadyecTBE Tepaluu TMEepBOM JIMHUU H3-3a
MOJIO)KUTETTLHOTO BJIUSIHUST HA BBDKMBAEMOCTh B JTOM KaTeropun OOJbHBIX. B
CHIA 1n/k u B/B TPEeNpPOCTUHUII ObUI TAKXKe OJOOPEH IJiA JICYEHUs] TAIMEHTOB C
JIAT' BO3-OK 1V. Xors PKU, npoBenaeHHBIX ¢ B/B BBEACHHUEM WJIOMPOCTA HE
CYLIECTBYET, 3TOT aHAJIOT MPOCTAIMKINHA ObLT opuImanbHO yTBepkaeH B Hosoii
3ena”naumu.

e Xors B CIIIA amOpucenran, 60ceHTaH M cuieHapUI YTBEPXKICHBI IS
aeuennss nanueHToB ¢ JIAIT BO3-OK IV ®K, Tonbko HEOONBIIOE YHCIO 3THX
nanueHToB Obuio BKIOUueHO B PKUWM »stux mnpenapatoB. Takum oOpasom,
OOJBITMHCTBO JKCIIEPTOB PACCMATPUBAIOT ITH METOABI JICUCHUS KAaK TEParuio
BTOPOH JIMHUM Y TSAKEIOOOIbHBIX MaIIUEHTOB.

e V namuentoB ¢ BO3-OK IV Takxke crnenyer paccMaTpuBaTh NEPBUUYHYIO
KOMOMHHPOBAHHYIO TEPAIHIO.

e B ciyuae HemoctarouHoro kimHHYeckoro a¢dexra (Tadiuya 22, Pucynox
2) noKHa OBITH PacCMOTpPEHa IOCieI0BaTeIbHass KOMOMHUPOBAHHAS Teparusi.
KoMOuHupoBaHHast Tepanus MOXeET BKIo4YaTh Jubo APD mumoc uHruOurtop
dbochoaurcrepaspl-5 TUIA, MO0 TTpocTaHou ] IIroc APD, 11ubo mpocTaHou I TUTFOC
uHruoutop dochoanscrepaspi-5 Tumna. CoOTBETCTBYIOIINE TPOTOKOJIBI BPEMEHU U
JIO3UPOBOK IO OTPAaHUYEHUIO BO3MOXKHBIX TIO00YHBIX 3(P(PEKTOB COUYETaAHUS
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MPENapaToB €nie MPEICTOUT ONpPEeAeauTb. B OKCHEpPTHBIX LEHTpax TaKkKe
paccMmaTpuBaeTcs TpoiHass KOMOMHUPOBAHHAS TEPATTHSL.

e bIIC w/umm TpaHcutaHTamusi Jierkoro mokazanel 1pu  JIADT ¢
HEJIOCTATOYHBIM KIMHHUECKUM OTBeTOM (7abauya 22) HECMOTPS Ha ONTUMAIBHOE
MEJIMKAMEHTO3HOE JICUEHNUE WIIA, KOTJa MEIUKAMEHTO3Hasl Tepanusi HEJAOCTYITHA.
OTH IpOoUEIypbl JOJIKHBI BEIOIHATHCS TOJBKO B OMBITHBIX IIEHTPAX.

7.3.8 ¥YXo1 B KOHIIE :KU3HU U ITHYECKHE BONPOCHI

Knunnueckoe Tteuenne JII' sABisieTcs OOHUM U3 MPOrPECCUPYIOLIUX
YXYALUIEHUH, TEPEMEKAIOIINXCA C AMU30JJaMH OCTPOM JEKOMMEHCAUUH. TpyaHO
npelcKa3aTh, KOTJa MAlUEHThl MOTMOHYT, MOTOMY YTO CMEPTh MOXKET MPUNUTH
au00 BHE3amHO, JUO0 MEAJIEHHO H3-32 TMPOrPECCUPYIOUIEH  cepaeqHOMn
HEJ0CTaTOYHOCTH. bBUIO IOKA3aHO, YTO BpayH, Jieyallye MMalueHToB, KaK IIPaBuiIo,
MMEIOT TEHJCHIMIO K 3aBBIIICHHOMY ITO3UTUBHOMY ITPOTHO3UPOBAHUIO M YacCTO
HEIIPAaBWJIBHO MIOHUMAIOT IOXKEJIAHUS CBOUX ITAIIUEHTOB.

OTKpBITOE U OT3BIBUMBOE OOIIEHHE C MALMEHTaMH MO3BOJISIET BCECTOPOHHEE
IJJAHUPOBAHUE W OOCYKJIEHUE MX OIACEHHM, NMPOOJIEM M IMOXKEJIAaHUW, KOTOpbIE
HEOOXOAMMBI JJII XOpOUIero JieueHus U yxona. Bo BpemMs mepBHYHOIO
o0ce0BaHMsl TOJKHBI OBITh CO3JJaHBl BO3MOKHOCTH JUJIsl OOCYKAEHUSI POrHO3A.
[loHnmaHnue TOro, 4YTo CEpAECYHO-IETOYHaAs peaHuManus npu Tsokenou JII' mmeer
IUIOXUE PEe3yNIbTaThl MOXKET MO3BOJUTH «HE PEAHHMMHPOBATH MO MPOChOE». DTO
MO’KET MOBBICUTH IIAHCHI MAIIUEHTOB BBIOMPATh MPEANOYTUTEIHHOE MECTO yXO0Ja
(JieueHuUsI) B KOHIIE KU3HHU.

[TaumenTsl, npubaMKaroKecs: K KOHIY KU3HU TPEOYIOT 4acTOW OLIEHKU HX
NOJIHBIX MOTpeOHOCTe MHOronpouibHONM KoMaHaoW. BHuMMaHHMe JOHKHO
YIEIATHCSA KOHTPOJIIO TPEBOMKHBIX CUMITOMOB W HAa3HAYEHHUIO COOTBETCTBYIOIIMX
JIEKapCTBEHHBIX IIPENapaToOB IIPU OTMEHE HEHYKHBIX JIEKApCTB. TakKe OYeHb
BaXHBI XOpolllee UHPOPMUPOBAHUE, TICUXOJIOTUUYECKAs, COLMANbHASA U JTyXOBHAs
HOJIEPIKKA. Crneunanucram NAJUIMATUBHOI O yxozaa ClIenyeT
MPOKOHCYJIBTUPOBATHCS O MAIIMEHTAX, YbH MOTPEOHOCTH BBIXOJAT 38 PAMKH OIBITA
koMauane! JII'.

7.4 Cuoenuduyeckne Pa3sHOBUAHOCTH JIETOYHON  apTepHAIbLHOM
TMIePTeH3u N

Hekoropele coctosiHus, BKIOYeHHble B Tpynny 1-JIAI, xors wumeror
cxonctBo ¢ WMIIAIY, oOnagaroT JOCTaTOUYHBIMU PANTUUMUAMU, TPEOYIOMIUMU
KOHKPETHBIX KOMMEHTapHEB. DTU COCTOSIHUSA BKIIIOUAOT neauarpudeckyro JIAI n
AJIAT" dopmbl (Tabruya 4), takue xak BIIC, 3CT, nopranbHas runepreH3us u
BUY-undexuus. IloHumanue H3THUX pa3iduudid SBISETCS KpallHE BaKHBIM,
IIOCKOJIbKY OHH MOTYT IIOBJIIMATH HE TOJIBKO HA JUArHOCTUYECKUMN MOAXOJ, HO U Ha
ooOmiee Begenue JIAT.

7.4.1 Jlerckas JJero4yHasi apTepuajbHasi TUNEPTEH3Us
Herckas JII' moxo»a Ha 60JIe3Hb B3POCJIOr0 YeoBeKa, JaXKe €CIIu JIETKUE BCe
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elIe Pa3BUBAIOTCS y pacTyuiero pedbenka. Xyaluii TporHo3 y AeTell co cpeaHei
BBDKMBaeMOCTbI0 10 MecsleB Mo CpaBHEHUIO € 2,8 JIeT y B3pOCIBIX HE ObLI
nonreepkacH [8]. Tounas 3aboneBaeMocTh U pacnpocTpaneHHocTh JII' y nereii He
u3BecTHbl. Bce ¢opmbl JII' BK/IIOUEHHBIE B KIMHHUYECKYIO KIIACCHU(PUKALUIO
(Tabnuya 4), ObuM ommcaHbl y JeTeH, HO y OoJbIIMHCTBA OO0NbHBIX JII
IIPUCYTCTBYET B aCCOLIMMPOBAHHOM BapUaHTE c BIIC VI
UAMONaTUYeCKOM/HacIeACTBeHHOM Gopmoii. HampoTus, pacnpoctpanennocts JII,
cesa3anHou ¢ 3CT, nmopranbHoi runeprensueid, BUY-undeknueii, nekapcrsamu u
TOKCMHAMU HMKe. HeoHOIeHHbIe MalMeHThl ¢ XPOHUYECKUMHU 3a00JIEBaHUSIMU
JETKUX SIBJSIOTCA pacTymuM mnokojeHueM. Croiikue JII' HOBOPOXKIEHHBIX TaKKe
knaccuuuupyrores noa JIAT. Ee Tedenue, iedeHUEe U UCXOJ SABJISIFOTCS JJOBOJILHO
Pa3IUYHBIMH, YTO OMPABIBIBACT UX MCKIIOYEHHE U3 ATOr0o 00cyxaeHus [178].

Cpenn MexaHU3MOB, ydacTByroUX B pazButuu JIAI' y nereld u B3poOCIbIX,
YETKUX pa3Inuuil He ObLIO BBISBIIEHO.

Juacnocmuxa

Ha ocHoBe crapbix ucciaenoBanuii cautanoch, 4to 40% nereit ¢ AL Obuin
Ba30PEaKTUBHBIMU, HO KaXETCA, 4YTO HOBbIe HUGPBHl ONMkKe K MONMYJISIUU
B3pOCTBIX ManueHToB ¢ AuamazoHoM 10-15% oT ocTpo pearupyromux Wik Jaxe
menbie [179, 180].

Jetn 4vacto mpencraBisioTca Oosiee OOMBHBIMHU, 4eM B3pociblie. OJblIKa,
yCTaJIOCTh U IUIOXO€ NpUOaBICHHE B BECE SIBISAIOTCS OOIIMMH CHUMIITOMaMH.
OOMOpoKkM dyame HaOMIOJarTCs B JIETCTBE, HO siBHasg (maHudecTHas)
HegocraTouHocTh [DK siBisieTcss mo3gHUM cOOBITHEM U PEOEHOK MOXKET BHE3AITHO
yMmeperb 10 mnosiBneHus HexocratodHoctd IDK. Ilpennaraercss aHanoruaHoe
o0cie[oBaHMe, YTO M Y B3pOCibIX. Jlaxke eciii HEKOTOpbIE acCOLUAIUU SIBISIOTCS
PEAKUMH, OHU JOJDKHBI OBITh MCKIIOYEHBI JO ONpPEIeJIeHHOro JuarHosa.
CylecTBeHHBIM SIBJISICTCS TIOAPOOHBIN CEMEHHBIN U JTUYHBIA aHAMHE3 C JTAaHHBIMH
OepeMEHHOCTH, POAOB U MOCIEPOAOBOro nepruoaa. Moryr ObITh npoBeaeHsl TOMX
U CEepACUHO-JIIETOYHBIA HArPYy30UHbIN TECT, HO HEOOXOAUMBI CllelIMaIbHbIE 3HAHUS
Y COOTHOIIEHHE MOJY4YEHHBIX JaHHBIX ¢ Bo3pacTtoM. [{uarHoctuka tpedyer KIIC u
Ba30pCaKTUBHBIX HCCIEIOBAHUM, KOTOPBIE IMPOBOIATCA KaK y B3pOCHBIX. OTH
OpoLEeAyphl Y JAeTed MOryT MmoTpedoBaTh OOIIEro HapKo3a, YTO YBEIWYUBACT
PHUCKH.

Tepanus

OTBeT Ha Tepanuio TPYAHO IMPEACKA3aTh, TAK KAK y HEKOTOPBIX IAIIUEHTOB
pa3BUBAETCS paMaTHUYECKUI OTBET, a HEKOTOpble TPEOYIOT OBICTPON 3CKaJIalUU
Tepanuu. TeparneBTUYECKUIN aJrOpUTM, UCIIONb3YEMBIA Y IETEN aHAJIOTUYEH TOMY,
KOTOPBI NPUMEHSAETCS y B3pOCIBIX, JaXK€ €CIIM OTCYTCTBYIOT CHelH(pHUEcKHe
PKM. HeckonbKO 3KCHEPTHBIX LEHTPOB MPEAJOKWIM ONPEACICHHbIC, HO
JICUCTBUTEIILHO OYCHb CXOKHE anroputmbl jedeHus [179]. [lposemeHo TOIBKO
HECKOJIBKO HCCIIEIOBAHUM C LENbIO IMOATBEPANUTH TOYHBIE 03Bl HOBBIX METOMOB
JIEYEHUS1, KOTOPBIE TOJDKHBI IPUMEHATHCS Y JETEH.
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Tepanus nmomwkHa BKJIIOYATh TIIATEILHOE TOCIEAYIOIee HaOI0ICHNUE.
bricTpoe nedenue 000M UHPEKIUU BEPXHUX WIM HIDKHUX JIbIXaTEIbHBIX MyTeH
BaYXHO M3-32 OMACHOCTH OBICTPOTO yXyAIIeHus. Vcmomp30BaHne aHTHKOAT YIISTHTOB
SBJIIETCS CHOPHBIM IMOCKOJBKY KaKMX-THOO JOCTYIMHBIX UCCJIEAOBAHUM y JETel
HeT. Ilpoduns puck/mons3a sBJSETCS MTPOOJIEMOM Yy MaJIGHbKUX JIETEH.
Hcnonb3oBaHue acnmupuHA BMECTO KyMaaWHa TakKKe SBISICTCS CIIOPHBIM.
KoHceHncyc JOCTUTHYT B MPEMSTCTBUU CBEPTHIBAHUIO KPOBU y OOJIBHBIX C SIBHOM
MIPABOXKEITYJOYKOBOM CEPACYHON HEAOCTATOUHOCTHIO.

BKK wucmonb3yroTcss y OTBETHBIIMX IAIMCHTOB, HO  THIATEIILHOE
nocneayomee HaOMOCHHE B JUHAMUKE SIBISIETCS O0sS3aTeNbHBIM, TaK Kak
MAIMEHThI MOTYT OTKA3aThCs WUIM HE BBIJCPKUBATD JTTUTEIBHYIO TEPAITHIO.

JlocTynHbl TaHHBIE ¢ OOCEHTaHOM, (DapMaKOKHMHETHKA KOTOPOTO M3ydeHa B
omHoM wmccaenoBanuu [181]. Heckoibko HEKOHTPOJIMPYEMBIX HCCIEAOBAHUN Y
JeTel  Jald  TOJIOKUTENbHBbIE  pe3yJbTaThl, AaHAJOIMYHbIE B3pPOCIbBIM, C
BeDKHBaeMocThio 80-90% B 1 rox [182]. HemaBno EBponeiickumM MenumuHCKAM
ArenTcTBOM OBUTa 0O0peHa pa3pabOTKa HOBOTO MEAUATPUUECKOTO (GopMyIspa.
JlaHHBIE O CENIEKTUBHOM AHTArOHKMCTE PELENTOpPa SHAOTETUHA-A HE JOCTYIHBI 10
CHX TIOD.

Cunenaduia IpoIeMOHCTPUPOBAT HEKOTOPYIo 3¢ dektuBHocTh [183], a PKU
IIPOBOJISITCS JJIs ONpeeNieHus: 103bl U 3(PPEKTUBHOCTH.

[Tokazanmst ISl AMOMPOCTEHONA AHAJIOTHYHBI TEM, KOTOPBIE Y B3POCIBIX.
OObluHasg HayalbHas /1032 COCTABISIET 2 HI/KI/MHUH C OBICTPHIM YBEINYEHHUEM.
OnTuManbHbIe 103bl 3HAUUTETBHO PA3IMYAOTCS MEXIY MAIMEHTaAaMHU U, TOITOMY
TpeOyercs nHAMBUAYaIbHOe TuTpoBanue [184, 185]. Coobiaiocs 0 Ha3HAYCHUH
B/B WJIOMPOCTAa W TPEMOCTUHUIA, KaK y B3pocibix. IlepopanbHbiii OepampocT
UCIIOJIb3YETCS TOJIBKO B HEKOTOPHIX CTpaHaX, OJHAKO OTCYTCTBHE JIOKA3aTEIhCTB
3 PeKTUBHOCTH SABJISIETCS TTpoOsIeMoit. [1/k TpemoCTUHUI MOXKET OBITH BAPUAHTOM,
HO MecTHas Oonb sABISIETCS Ccephe3HOW mpobiemor y nereir. [lpumeHeHue
WHTAAIMOHHOTO  WJIONMPOCTAa  TaKXKE  CIOXKHO, HO TOCICIHHA  JTOKJIaJ
IPOJIEMOHCTPUPOBAJl HEKOTOPYIO 3 dekTrBHOCTH [186].

XOTs TOKa3aTeNbCTB MOKA HET, O0JBINIOE YHCIIO MeIUATPHIECKUX MAIlUeHTOB
OJy4aroT KOMOMHKMpOBaHHYIO Tepanuto [187]. IIpeacepanas cenToCTOMHUS KakK M
myHT IlorTa [188] BO3MOXHBI y neTel ¢ XOpomIMMH pe3yibTaramu. Kak u y
B3pOCIBIX, u3nedeHue JIAIT mocTuraercst TOJIbKO TIPH TPAHCIUIAHTAINH JICTKHUX, HO
OTCYTCTBHUE MOAXOIAIINX JTOHOPOB SBJISETCS CEPbE3HOM MPoOIEMOH.

Pexomennanuu no neauatpuueckoit JIAI' nmpencrasnensl B Tabauye 24.

7.4.2 JlerouHas  apTepuHajJibHasi  THIEPTeH3Hs, CBA3aHHasg €
BPOK/IE€HHBIMHU CepeYHBIMU HIYHTAMU

[To knmuunueckou kinaccudukanuu JIAL, cazannas ¢ BIIC Bxoaut B rpymimmy
1 JIAT (Tabauya 4). Cnieuuduueckas kimunuyeckas kinaccudukanus (Tabauya 6) v
aHatomo-natodusuonorndyeckass  kinaccupukauus (Tabauya 7)  SABIAIOTCA

HOJIE3HBIMU IS 00JIEe YETKOTO OIMPENEICHHs KaXKIOr0 KOHKPETHOIO MAI[HEHTa C
JIAT, cszannoii ¢ BIIC [1, 16].
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Tabonuna 24 Pexomenganmu Qs neauarpuyeckoit JATI

Omnpenesenne Kunace * | Yposens ”
Huarnoctuyeckoe oOcnegoBanue JII', mpemsiokeHHOE Ia C
JUIS B3POCJBIX TaKXe JOJDKHO OBITh PACCMOTPEHO Yy
JeTen
Tepanernueckuid anroput™m JII', mpennoxeHHBIN IS Ia C
B3pPOCJIBIX TAKXKE JTOJKEH ObITh PACCMOTPEH Y I€TEN

8 Knacc pekoMeHaIuii.

b YPOBCHB JOCTOBCPHOCTH.

ONUAEMUONIOTUYECKUE  JaHHbIE  MO-TPEKHEMY  PEIKU,  MOCKOJbKY
UCCJIeI0BaHUM, pa3pabOTaHHBIX VIS OLIEHKH MaciTaboB pacnpoctpanenus JIAIL y
B3pocibix ¢ BIIC Her, XOTS B HENABHEM HCCICAOBAHHWH OBUIO MPEIJIOKEHO 5 -
10% [189]. Coxpansromnieecss BO3JACHCTBHE JISTOYHOI'O KPOBOTOKA CIIOCOOCTBYET
YBEJIMYEHUIO MPUTOKA KPOBU HM3-32 CHUCTEMHBIX - JIETOYHBIX IIYHTOB, a TaKke
MOBBIIIEHHOE JABJICHHE MOXKET MPUBECTH K TUIMUYHOW OOCTPYKTUBHOM JIETOYHOMN
aprepuonatuu (aHasoruuHo Apyrum ¢popmam JIAI), 4TO IPUBOIUT K YBEIUYEHUIO
JICC. Ecmm JICC pgocturaeT WM TPEBBIIAET CHUCTEMHOE COCYIUCTOE
COITPOTHUBJICHHE, TO MIYHT 3aKpbIBaeTcs (cuHapoM Aizeamenrepa) [190].

Jluacnos

[Ipr3Haky ¥ CHUMIOTOMBI CHHIPOMAa AM3EHMEHrepa SBIAIOTCS PE3YJIbTATOM
JIT', Hu3koro aprepuanbHoro Haceimenuss O, u BropuaHoro sputporurosa. K aum
OTHOCSITCSL OJBIILIKA, YCTAJIOCTh U OOMOpOKH. Y mauueHtoB ¢ JIAI, cBa3aHHOI C
BIIC 6e3 o0paTHOro 3aKphITHS IIYHTA, CTEMEHb [IMAHO3a U APUTPOLIMTOB MOMKET
OBITH OT JIETKOW 110 yMepeHHOU. [lamueHTsl ¢ cuHapoMoM AM3EHMEHTepa TaKkKe
CTpaJaloT OT KpOBOXAapKaHbs, HWHCYJIbTOB, aOCIIECCOB MO3ra, HapylIeHH
KOaryJsillii W BHE3anmHOM cMepTu. Jluna ¢ cuHapomMom AW3EHMEHTepa HMEIOT
COKPAILLEHHYIO CPEAHIO0 NPOAOLKUTENBHOCTD KU3HHU, XOTSI MHOTHE JT0KUBAIOT J10
CBOET0 TPETHErO0 WM YETBEPTOrO NECATWIETHS, MPUYEM HEKOTOPBIE JT0KUBAOT
naxe 10 cBoero ceapMoro naecatwiieTus [191]. V OoibHBIX, BHECCHHBIX B CITUKOK
JUIsL TPAHCIUIAHTALIMK JIETKUX WJIA CEPALlAa U JIETKHX, KOI/1a HEMEIUKAaMEHTO3Has
Tepanusi Oblla HEJAOCTYITHA, BBKMBAEMOCTh MpU CUHApOME AilzeHMeHrepa Oblia
ayuimie no cpaBHenuio ¢ MJIATT — BepkuBaemocTh 3a 3 ronma coctaBmia 77% 1o
cpaBHeHUIO ¢ 35% y HemeueHHblx ¢ MJIAT [192]. Bee 6ompabie BIIC, Te, KTO €
CUHApOMOM Al3eHMeHrepa Hanbosee TsKeNo cTpajatot B miiane TOH.

ViydiieHne  BBDKMBAEMOCTH, BO3MOXKHO, MOXKET MPOU30UTH  M3-3a
coxpanenust pynkuuu DK, nockonbky IDK He monBepraercss peMoaenupoOBaHUIO
Opu pOXKIEHUU U ocTtaerca runeprpopupoBaHHbiM. DK Takxke ocBoOoxmaeTcs
yepes WYHT CIIpaBa-HaJIeBo, MoAAepkuBasi cucteMHbli CB 3a cuer runokcemun u
IMaHO03a.

VY nanuentoB ¢ BIIC (ocobenHO 0e3 nmiyHTa) Takke MOXKeT pa3BuThes JII u3-
3a 3a0oyieBaHMil JIeBBIX oOTenoB cepaua (rpymma 2, Tabauya 4) wnam
COITYTCTBYIONTUX 3a0oJyieBanuii yierkux (rpymnma 3, Tabauya 4). B 3Tux cimydasx
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Kak cooOI1IeHo B pazzeine 7.1.12, pekoMeHIyeTcs: KOMIUIEKCHOE JTUAarHOCTUYECKOe
oOcJienoBaHue.

Tepanus

Taktuka neuenust maumeHToB ¢ JIAIL, cBsizannoi ¢ BIIC u, B yacTHOCTH,
NalMeHTOB C CHUHJIPOMOM Al3eHMEHIepa B OCHOBHOM Oa3upyercss Ha
KJIMHAYECKOM OIBITE JKCIEPTOB, a He Ha (GopmanbHbIX daHHbIX [190]. HemasHo
NPEIIOKEHHBIN  ceUDUUECKUd alrOPUTM JICUCHHUS aHAJIOTHYEH TOMY, YTO
npejcTaBieH Ha Pucynke 2 [16].

[larmenTsl Cc  cUHAPOMOM AW3CHMEHTEepa OJDKHBI HaOMIOAaThCs B
CICUAIM3UPOBAHHBIX  HeHTpaX. (OOydeHuWe  MalMEeHTOB,  IOBEJICHUYECKHUE
W3MEHEHUs] U TIOHUMAaHHWE TMOTEHIHAIbHBIX MEIUIMHCKUX (PAKTOPOB pHUCKA
SIBJISIFOTCSI BAXKHBIMU ACTIEKTaMU BEJICHHUSI.

VY GonbHBIX ¢ CUHAPOMOM AM3EHMEHTepa Mpu pa3IMyHbIX 00CTOATEIHCTBAX
MOXET OBITh KIMHUYECKOE YXYAIICHHE, B TOM YHCIE HE KapAuOJIOTHYECKUE
oTeparuy ¢ OOIMM HapKO30M, 00E3BOKHUBAHUE, JICTOUHBIE HHPEKIINN U OOJIbIINE
BBICOTHI. PekoMeHnmyeTcss u30erarb HanmpsDKEHHYHO — paboTy, HO  Jierkas
NEATEeNIbHOCTh MPEJICTABISIETCA MOJiIe3HOM. BbepeMeHHOCTh CBsi3aHa C BBICOKUM
PUCKOM JIJIs1 MaTEPH U IUI0J1a. bepeMeHHOCTh NOJDKHA MPEI0TBPallaThCs, MTOKa3aHa
KOHTpaUEILHs.

JmutenpHas tepanuss O, Ha JOMYy MOXKET VYIYYIIUTh CHUMITOMBI, HO
U3MEHEHHS BBDKMBAEMOCTH HE ObUIM TOKa3aHbl, MO KpaitHel mepe, xorga O,
IPEIOCTABIISIICS TOJILKO B HOuHOE Bpems [111]. Mcronb30BaHKMe TOMOIHUTEIBLHOM
O, Ttepamuu pEeKOMEHAYETCS B CIydasx, MPH KOTOPHIX 3TO TPHUBOIUT K
MOCJIEIOBATEIbHOMY TOBBIIICHUIO apPTEPUAIBHOTO HACBIIICHHUSI KUCIOPOAOM U
YMEHBIIEHUIO CUMIITOMOB.

Hcnonbs3oBaHue nepopaibHON aHTUKOATYJISIHTHOW TE€panuy Mpu CUHAPOMOME
A¥izeHMeHTepa SBISETCS CIIOPHBIM: COOOIIAETCsl O BRICOKON YacToTe TpombOo3a JIA
U UHCY/IbTa, HO TaKXKe CYIIECTBYET TOBBIIMICHHBI PUCK KPOBOTCUCHUN W
KpoBoxapkanbs [195]. /laHHBIC 1O 3TOMY BOIPOCY OTCYTCTBYIOT U, IO3TOMY HE
MOT'YT OBITh JaHbl KOHKPETHbIE pekoMeHAanuu. [lepopaibHoe aHTHUKOATryJAsSIHTHOE
JI€YEHHE MOXKET OBbITh pPacCMOTPEeHO IMpu TpombOo3e y mauueHtoB c JII,
IPU3HAKAMH CEPIEYHON HENOCTATOYHOCTH, & TAKKE OTCYTCTBUEM WJIM HAIUYUEM
JIETKOTO KpoBOXapKaHbs [195].

BTOpuYHBII 3pUTPOLIMTO3 TOJIE3E€H ISl aJCKBATHOW TPAaHCIOPTHPOBKU U
noctaBku Oy, a pyTHHHOE KPOBOITYCKaHUE CIIeyeT n30erarb. ECim mpucyTCTBYIOT
CUMIITOMBI BS3KOCTH, CJIEIYET MPOBECTH KPOBOMYCKAHUE C H30BOIIOMHYECKOMN
3aMEHOM, OOBIYHO, KOTJla TeMAaTOKPUT cocTaBisieT > 65%. [dedunmr sxenesa
JOJDKEH  OBITh  OTKOPPEKTUpOBaH. YeTKUX JaHHBIX, MOJJIEPKUBAIOIINX
ucnonb3oBanre BKK y 601bHBIX ¢ cHHApOMOM AN3eHMEHTepa HET, IMITUPUIECKOE
ucnonb3oBanre bKK siBiasieTcs omacHbIM U €ro cieayer u3oerarh.

Hoctynno ogHo PKWM ¢ kOHKpeTHOH JieKapCTBEHHOW Tepamuein: OOceHTaH
nokazaH jisi ynydiieHuss TOMX u cumxkennst JICC nocne 16 Henenb jedyeHus y
nanrenToB ¢ BO3-®K Il [142]. JnautenbHoe mocienyromiee HaomoaeHue (40
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Hejlelb) ToKa3ajao croiikoe yimydmenue [196]. BocenTan B Hacrosimee Bpems
yTBEpKJIeH B EBporie 17151 TeueHus NalueHToB ¢ CUHApOoMoM Aiizenmenrepa BO3-
OK 1. Kakux-1m160 HO0CTYNHBIX UCCIAEAOBAHUM C UCIOIb30BaHuEM aApyrux APD B
3TON 00JaCTH HET.

Cyl1eTBYIOT OTAENbHBIE UCCIIEI0OBAaHUS C UHrHOUTOpaMu (hocoaurcTepasbl-
5 tuna cunnenadguiaoM [197] u taganadunom [198], mokazaBiiuM O1aronpUsTHHIC
(GYHKIIMOHAIbBHBIE U TEeMOJWHAMUYECKHE pe3yibTaThl y manueHTtoB c JIAT,
cea3anHoM ¢ BIIC u cunapomom AizeHmeHrepa.

Coo011eHo 00 KUCTOIB30BAHUM B/B AMONPOCTEHOJA Y OOJBHBIX ¢ CHHIPOMOM
Ali3eHMeHTepa ¢ OJaronpUATHBIMH ITOCICACTBUIMU A TemMoauHaMuku U TDOH,
XOTs ILEHTPAJIbHBIE JIMHUM IIOABEPralOT IMallMEHTa PHUCKY MapaJoKCaTbHOU
smOoauu u cerncuca [120]. JlocTymHble MaHHBIC C HCIOJIB30BAHHUEM JPYTrOro
IIPOCTAHONU1A OTCYTCTBYIOT.

OnyO0aMKOBaHHBIE TAHHBIE IO KOMOMHUPOBAHHOM Teparuu OTCYTCTBYIOT, HO
obocHOoBanue Takoe ke, kak u npu MIAI. C MomeHTta BBeneHus
LIEJICHAIIPABJICHHOW TEpAaMu CUHIPOMAa AW3EHMEHIepa, CYLIECTBYET pacTyLIUd
MHTEPEC K MAlMEHTaM C MPEA-CUHAPOMOM AN3EHMEHrepa, pacCMaTpUBaeMbIM Kak
HeornepabenbHble Ha OCHOBE remoauHamudecknx uzMeHenwit (JICC chmmrkom
BBICOKOE), UYTOOBI MEPECTPOUTH JIETOYHOE COCYIUCTOE PYCJIO M MPOBECTU
WHTEPBCHIIMOHHYI0 WJIM XHUPYPTHUECKYK) KOppekuuto. B 3Toil cuTyanuu
HEBO3MOXXHO J1aTh KakKHe-IMOO pPEKOMEHJAlMH, IOCKOIbKY OBUIM COOOIICHBI
TOJIBKO OTJICJIbHBIE CITy4aH.

TpaHciulaHTanust  CepAle-JIETKUE WM JIETKHE € KapIUOJOTHYECKOU
orepanuen SBisIeTCsl BApUAHTOM B OCOOBIX CIIydasiX, HE OTBEUAIOIIMX Ha JICUEHUE,
HO OrpaHWYMBAETCA JOCTYMHOCTBhIO opraHa. llokazarenn Onwxaiiier u
OTIAJICHHOM BBDKMBAEMOCTHU IOCJE TPAHCIUIAHTAIIMU CEpJle-JIEerKhe MOX0XKH Ha
npyrue opmel JIAT. OueHka oTaaleHHON BBDKMBAEMOCTH OOJIbHBIX C CHHIPOMOM
AWi3eHMEHTepa pelraeT, HYXHO JIdM M KOTJa MAaIlMeHT JOJDKEH OBbITh BHECEH B
criucok [16].

PexoMenanuu 110 JIETOYHOW apTEpUAIbHOM TUIIEPTEH3UU, CBSA3AHHOU C
BPOXICHHBIMH CEpACYHBIMY IITYHTaMU, IPUBEICHBI B Tabauye 25.

7.4.3 JlerouHass aprepuajibHAasi  TUIEPTEH3HMsl, CBA3aHHAS  C
3200/1eBAHUSIMM COEIUHUTEIbHOH TKAHU

JIAT" saBnsercs xopomo wu3BecTHbIM ociokHeHueM 3CT, Takux Kak
CHUCTEMHBINA CKJIepo3, 114 cucremHas kpacHas BonvaHka, cMemanHbie 3CT u, B
MEHBUIEN CTEIIEHU, PEBMATOMHBIN apTPUT, AEPMATOMHUO3UT U cuHApoM lllerpena.
JIAT', cBszamnas c¢ 3CT, B peectpax sBIS€TCS BTOPbIM  HamOoJee
pacnpoctpaneHHbiM TuioM JIAT mocne UJIAT [3, 4].

CucreMHbIN CKJIEPO3, OCOOCHHO, B cBoeM orpannueHHoM Bapuante (CREST
CUHIpOM), TpeAcTaBiasier cobori ocHoBHoe 3CT, cBsazamHoe c¢ JIAT.
PacnpocTpaneHHOCTh TemMonuHaMuuecku JokazaHHou JIADT B Oosbliol Koropre
MAIMEHTOB ¢ CHCTEMHBIM CKJIEpO30M cocTaBisieT oT 7 10 12% [2, 114]. V stux
60mbpHBIX, JIAT MOTYT BOBHUKHYTH B CBSI3M C HHTEPCTUIIMATBHBIM (prOpo30M MK B
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pe3yabTare H30JMPOBAHHOM JIEroyHod aprepuonatuud. Kpome TOro, Moxker
IPUCYTCTBOBAaTh BEHO3HAs JIETOYHAs THUIEPTEH3UsI BCIEJICTBUE 3a00JIeBaHUI
JIEBBIX OTAENOB cepana. KpailHe BaXKHO OINpENENINTh KaKOW MEXaHW3M SIBJISIETCA
JEUCTBYIOIINM, MTOCKOJIBKY 3TO OINPEEIISIET JICUCHHUE.

Taoauna 25 Pexomenaamum no JIAI, cBsI3aHHO# C BpPOKJAE€HHBIMH
CepAeYHbIMHU IIIYHTAMU

Onpenenenne Kiace* | Yposenn ”
APD OoceHTaH TOKa3aH MalMEHTaM C CHUHIAPOMOM | B
Aizenmenrepa npu BO3-OK 11

Hpyrue APD, uaruoutopst dpocdonudscrepassl - 5 Tuma Ia C

U MPOCTaHOUBI CIEAYET PacCMaTpUBaTh y OOJBHBIX C
CUHAPOMOM Ail3eHMeHrepa

IIpy OoTCyTCTBMM 3HAYMMOTO KPOBOXAPKAaHbS TEPAIUIO Ia C
nepopaIbHbIMU aHTUKOAr'yJIsTHTaMH cleayer
paccmarpuBaTh y OonbHbIX ¢ JIA TpomOO30M wiH
NpU3HAKAMU CEPJCYHON HETOCTATOYHOCTH

Hcnonb3oBanue ponomautenbHou O, Tepanuu ciaemayer Ila C
paccMaTpuBaTh B TE€X ClIydasX, KOTJa OHA MPUBOAUT K

MIOCTETICHHOMY MOBBIIICHUIO apTepUAIBLHOTO

HACHIIIECHUS KUCIIOPOJIOM U YMEHBIIICHUIO CHMIITOMOB

[Ipy HanMYMK CUMITOMOB BSI3KOCTHM KPOBOITYCKaHHE C Ia C

M30BOJIFOMHUYECKOW 3aMEHOM KpPOBH OOBIYHO JOJKHO
paccMaTpuBaThCd, KOrJa TEMAaTOKPUT COCTAaBIAET >

65%

KoMOuHupoBaHHas Tepanusi MOKET pacCMaTpPUBATHCS Y lb C
O0JBHBIX C CHHAPOMOM Al3eHMEHTrepa

Y  mamueHToB € CHUHIApPOMOM  AM3eHMEHrepa 1l C

npuMmeHenne bKK He pexomenayercs
4 Kinmacc peKoMeHIaluii.
b YPOBCHB JOCTOBCPHOCTH.

['ucronaronornyeckue usmeHenus: npu JIAI, cBazannsie ¢ 3CT 0ObYHO
HEOTIMUUMBI OT Kinaccudeckux MJIAT, xoTs ectb Oosiee yacToe ydacTue JeroyHbIX
BeH [199]. Ilatodusuomornueckue mMexanusmbl, Beayime Kk JIAI y OOJBHBIX C
3CT ocratorca  HeW3BeCTHbIMHU. lIpucyrcTBHE — aHTHSAIEPHBIX  AHTHUTED,
peBMaTouaHoro (axkropa, MMMyHOrjaoOyiuHoB G U OTIOXKEHHE (pakuuid
KOMIUIEMEHTa B  CTEHKE  JIETOYHBIX  COCYJOB  HpEAnojaraeT  poib
MMMYHOJIOTHYECKUX MEXaHU3MOB.

Jluacnocmuka

ITo cpaBuenuto ¢ WUJIAI, mammentsl ¢ 3CT u JIAI' B OCHOBHOM ABISIOTCS
*KeHIIMHAMH (COOTHOIIICHHE KEHIIMH/MYX4UuH 4:1) crapriiero Bo3pacrta (CpenHuit
BO3pacT Ha MOMEHT YCTaHOBJIEHHMS IuarHo3a - 66 Jer), KOTOpble MOI'YT UMETh
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COITYTCTBYIOIIHE 3a0oJieBaHusl (JerodHbld (prOpo3, 3a00ieBaHMs JIEBBIX OT/EIOB
cepilia), a TaKXKe XapaKTepU3YIOTCS YKOPOUCHHOW BbDKHBaecMocThio [114].
HeckoppekTupoBaHHBIN PUCK CMEPTH MHPU CUCTEMHOM CKJIEPO3€, CBSI3aHHOM C
JIAT no cpaBuenuto ¢ MJIAT cocrasnser 2,9 [200], a nmpeauKkToOpsl HCXOIOB TaKHE
xe, kak u npu WAL (AIII, JIAA u CH). CumMnToMbl U KIMHHYECKHUEC
pOsiBJICHUsI OueHb MoX0xku ¢ MJIAD' 1 manueHTsl MHOTJA MOJIaraoT, YTO HATUYUE
WNIIAT' moxer ObITh ompeneneHo kak B3aumocBia3b ¢ 3CT mocpencTBoMm
UMMYHOJIOTHYECKHX CKpUHHHT TecToB. KT BBICOKOro pa3pemieHus sBISCTCS
MOJIE3HOW JII1  OICHKM HAJIMYUS  aCCOIMMPOBAHHBIX  HMHTEPCTUIIMATBHBIX
3a0oneBanunii Jierkux. M3ommpoBanHoe cHmkeHue AU y3MOHHONW CIOCOOHOCTH
MOHOOKCH/JIa yriepoaa SIBJISIETCS YacTOW MATOJOTHMEd MpHU CHUCTEMHOM CKJIEpO3e€,
cBa3aHHOM c JIAT'.

Oxokapauorpadpuueckuii  CKpuHHHT Juisi  ompenenenus JIIT  exeromno
pEeKOMeHyeTcsd y 0€CCUMITOMHBIX OOJBHBIX CO CIEKTPOM CKJIEPOAECPMUYECKUX
3a0o0neBaHui, HO TOJBKO MPH HAMMYUU cuMnToMoB Apyrux 3CT. DxoHomuueckast
3((PEKTUBHOCTL OTOW CTpaTerdud He ObUIa YTOYHEHAa II0 CPaBHEHHUIO CO
CKPUHUHIOM CUMNOTOMOB (cM. Takke pasnen 7.1.5). Kak u npu apyrux ¢gopmax
JIAT", KIIC pexomennayetcst Bo Bcex cirydasix BepostHoil JIAL, ceszannoit ¢ 3CT,
9TOOBI TIOATBEPAUTH TUArHO3, ONPEACIUTHh TSHKECTh W HCKIIOYUTH 3a00JIeBaHUS
neBbix otaenoB cepaua. KIIC sBusercs oOsi3aTenbHOM, €ClM paccMaTpUBarOTCS
HeNeBble  Tperaparbl.  Jons  oTpearupoBaBIIUX (PECIIOHACHTOB) B OCTPOM
Ba30pCaKTHBHOM TecTe HIbKe, ueM npu NJIAT [66].

Tepanus

Jleuenune OompHbIX ¢ JIAD, cBsazannoit ¢ 3CT mpencraBisieTcs Oonee
cinoxHoi, dyem y mnanueHtoB c¢ WIIAI. HmmyHocynpeccuBHas —Tepamnus,
KOMOMHUPYIOIAs TJIFOKOKOPTUKOCTEPOUIBI U IIUKIIO(PochaMua MOXKET MIPUBECTH K
KJIMHUYECKOMY YIy4IIeHH0 y 00mbHbIX ¢ JIAL, CBSI3aHHON ¢ CHUCTEMHOW KpacHOM
BoTuaHkoi mim cmemanasiMu 3CT [201].

JmutenpHbIil OnmaronpusTHbIM OoTBeT Ha JiedeHne BKK y Ba3zopeakTHBHBIX
nanueHToB BcTpeuaerca pexe, yeM npu WJIAT. CooTHomieHue puCK/momb3a
OpaJIbHBIX AHTUKOAT'YJISIHTOB HE OYE€Hb XOPOILIO MTOHSTHO.

B newenun OGompHbIX ¢ 3CT u JIADI cinemyeT npuaepKuBaTbCi TEX XKe
aroput™MoB JiedeHus, kak u npu WAL (Pucynox 2). Dra pexoMeHIaIus
OCHOBbIBaeTca Ha TOM (akrte, uyto mnauveHTbl ¢ 3CT ObUIM BKIIOYEHBI B
O0onpmMHCTBO KpynHbIX PKH, kacaronmxcss HOpMaTUBHOTO YTBEPKIECHUS Teparuu
JIAT', B TOM umciie KOMOMHUPOBAHHON TEPAITHH.

AHallU3 TOATPYII MAIMEHTOB CO CKJIEpoJepMuell, BkIOUYeHHBIX B PK,
poBOIUMEBIX ¢ 6oceHTaHoM [139], cutakcentanom [202], cunenaduiom [155] u
n/k tpenpoctunmiom [203] npomeMoHcTpupoBaiu OnaronpusaTHbid 3¢ dekT. B
HEKOTOPBIX M3 ITUX UCIBITAHUN BeIMYMHA oTBeTa B noArpymmne JIAL, cBa3aHHOM ¢
3CT Obina Hrxe, yeMm nipu MJIAT .

B PKU c¢ ywactmem OOJBHBIX CO CKJICPOJCPMUUYECKHM CIEKTPOM
3aboneBaHuil ObUIO MokKazaHO yiydineHne TOH, cuMNTOMOB M reMoJIWHAMUKH
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[P HEMPEPBIBHOW B/B TEpamuy SIOMPOCTCHOIIOM B TeueHue 3-Mecsier [119].
OpaHaKo PeTpOCIEKTUBHBIN aHAIU3 MOKA3bIBACT, YTO BIUSHUE B/B AIOMPOCTEHONA
Ha BbDKMBaeMocTh OoibHbIX WMJIAIT okazanoch jydine, 4eM y NaIlUEHTOB CO
ckieponepmueit. Eciu MenukaMmeHTo3Has Tepanusi He 3(PQEeKTUBHA, TO HAJIUYHUE
3CT camo 1o ce0Oe He ABIsIeTCs MPOTUBONOKA3aHUEM K TPAHCIUIAHTALlUU JIETKUX.

PexomeHannm no JEro4yHoON apTepUaIbHOW TUIepTeHs3uu, cBsa3zaHHon ¢ 3CT
npeacTaBieHbl B Tabauye 26.

7.4.4 Jlerounasi aprepuajibHasi THIEPTEH3UsI, CBSI3AHHASA C MOPTAJIBLHOM
rUIepTeH3uen

JIAT" sgBnsercs 1MPOKO MPU3HAHHBIM  OCJIO)KHEHUEM  XPOHHYECKUX
3a0oneBanuii medenn [204, 205]. IlopranbHas runepTeH3us, a HE CcaMu
MEYCHOYHbIE PACCTPOMCTBA, OKA3aJUCh OCHOBHBIM OIPEACISIONUM (PaKTOpOM
pucka s pasBuBaromuxcs JIAT [204].

Cocrosinue He siBhsieTcss HeoObYHBIM Tipu JIAIL, cBs3aHHOW ¢ MOpTaIbHOM
THIICPTCH3UEH (Tak)Ke HA3bIBACTCS IMOPTOJICTOYHON THUIICPTEH3UEH) U BCTpeUaeTCs
y = 10% mnonymsiumu ¢ JIAT [3]. Cuwuraercs, yto y 1-2% mamueHToB ¢
3a00NeBaHUSIMU TIEUCHH M MOPTaJIbHOW TunepTeH3uen pasubaetcs JIAL, ogHako
nonsa JIAT' moxer nmocturath 5% cpeay MalUEHTOB C TSXKEIbIM 3a00JieBaHUEM
TICUCHH, OTNIPEICIICHHBIM IS TpaHcIianTauu nedenu [206]. [laTtorenes HesceH u
MOKET OBITh CBSI3aH C TOKCHYHBIMU BEILIECTBAMU, MOJIY4aEMbIMU U3 JKEIyI0YHO-
KMILIEYHOI'0 TPaKTa, KOTOPBIE HE YCTPAHSIOTCS NEYEHBIO M3-3a MOPTOCUCTEMHBIX
IIYHTOB, YTO BbI3BIBACT MTOBPEKIECHUE DHAOTENMUSA JIErKoro. Jpyras BO3MOKXHOCTb
3aKJIF0YaeTCcs B TOM, UTO cocTosiHUE ¢ BeIcOkuM CB Bkmrouaer JIAT'.

Taoimunma 26 Pexomenganuu mno JIAI, cBsizdaHHOH ¢ 3a00JieBAHUSIMH
COCIMHUTEJILHON TKAHH

Onpenenenne Knace® | Yposens ”
VYV maumenroB ¢ JIAI, cBszanHoii ¢ 3CT pexkoMeHayercs I A
QJICOPUTM BEJIEHMsI aHaJIOrM4HbIi y OosibHbIX ¢ MJIAT

VY cUMIOTOMHBIX OOJBHBIX CO CKIEPOJEPMHUYECKUM CIEKTPOM I B

3aboneBannid g BeiABieHMs  JIIT pekomeHayercs
AXOKapAHOrpaduuecKrii CKpUHUHT

Y cumnTomMHbIX OonbHBIX co Bcemu apyrumu 3CT s | C
BosiBIeHUs JIIT pekomenayercsa 5sxokapauorpaduyeckuit

CKPUHUHT

KIIC noka3aHa Bo Bcex cirydasix BeposiTHOM JIAL', cBsizaHHOU I C

¢ 3CT, ocoOeHHO, eciM paccMaTpuBaeTcs creruduueckas
JIEKapCTBEHHAS TEparus

[lepopasibHble aHTUKOATYJISHTBI JIOJDKHBI PaccMaTpUBATHCS la C
Ha WHJIUBUyaJbHOW OCHOBE
Oxokapauorpadudeckuii CKpUHUHT st BbisiiaeHus JIT b C

MOXET OBITb PacCMOTpPEH y OECCHMITOMHBIX OOJBHBIX CO
CKJIEPOIEPMUYECKUM CIIEKTPOM 3a00s1eBaHU I

# Kiacc peKoMeHIaluii.

b YPpOBEHb 1OCTOBEPHOCTH.
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Juacnocmuxa

Kimmanyeckass kapTiHa y NallMeHTOB C MOPTOJIETOYHON TUIIEPTEH3UEN MOMKET
ommuatbess oT WJIADT mnmm MOXET BKIIOYATh WEIbIM KOMIUIEKC CHMIITOMOB U
HPU3HAKOB OCHOBHOTO 3a0oJieBaHus edeHu [204].

Oxokapauorpaduueckuii CKpuHUHT Juist omnpexaenenus JIIT y manueHToB ¢
3a001€BaHUSIMU TICUCHU SIBJIIETCS MOJIXOAIIUM Y CUMIOTOMATHYECKUX OOJIbHBIX
W/ KauauaatoB s TpaHciutantanuu nedeHu. KIIC momkHa mpoBOauTHCS BO
BCEX CJIy4asX C MOBBIMIEHHBIM cuctoinueckuM JIAJ[, 4ToObl yTOYHUTH OCHOBHBIC
FeMOJUHAMHUYECKME  W3MEHEHUSI W ONPEACIIUTh  MPOTHOCTUYECKHUE U
TEepareBTUYECKUE nocieAcTBUA. [laneHThl C TOPTONErOYHOW THUIEPTEH3UEU
UMEIOT 3HAYUTEIhbHO Oosiee BbicOKMM CB M 3HAUUTENIbHO CHUYKEHHOE CHUCTEMHOE
cocynuctoe conporusieHue u JICC no cpaBHenuto ¢ manuentamu ¢ UIIATL. B
peTpocrieKTHBHOM —uccieaoBannn [204] y mMmanmuMeHTOB C  MOPTOJIETOYHOM
TUTIEPTEH3UEN BBDKUBAEMOCTh ObLIA Jydie, yeM y 6ombHbIX ¢ UJIATL, xots 3T0
oOcyxaercs.

Tepanus

[TopTonerounass TUNIEPTEH3MUS SBISETCSA YacThlO criekTpa 3aboneBanuii JIAT
Y, B LIEJIOM, TH MalKUEHTHI JOJLKHBI JIEUUTHCS aHAJIOTM4YHO ApyruMm (popmam JIAT,
C Y4E€TOM Hajuuus 3a00J€BaHUI MEUEHU U €€ IMOCIEACTBUH JJIs UX JiedyeHus. B
ATOM CHUTyallud TAaKXe€ MOXKET OBbIThb NPUMEHEH aJalTUPOBAHHBIA AJITOPUTM
neyenus (Pucynox 2).

AHTHUKOAryJISSHTHYIO ~ TEpanuio clenyer u3beraTb y MAIlMEHTOB C
NOBBILIEHHBIM PUCKOM KPOBOTEUYEHUS. [3-aIpeHO0I0KATOPhI, YACTO UCHOIb3yEMbIE
JUISL JIEYEHUs TMAalMEHTOB C TMOPTaIbHON TUIEPTEH3UEW, Ha3HA4YalTCs s
CHUKEHHSI pUCKAa KPOBOTEUEHUM W3 BApPUKO3HO PACIIMPEHHBIX BEH YXYAILIAIOT
remonuHamuky 1 TOH y manmenTos ¢ noportonerounou JIAT' [207].

[larueHTHI ¢ MOPTONETOYHOM TUMEPTEH3UEH ObLITH UCKITFOYSHBI TOYTH U3 BCEX
PKH mno JIAI'. HUccrnenoBanue cepuu CIydyaeB IO3BOJSET MPEANOJIOKUTh, YTO
AMOMNPOCTEHOJ, OOCEHTaH W  CWIJeHaQuIl MOTyT OKa3aTb  MOJE3HbIN
reMOJIMHAMUYECKAN U KIMHUYEeCKHid dPPEKT y oTaenbHbIX manueHTos [208 - 210].
B perpocnekTUBHOM HCCIIEJOBaHUU JieUeHHE OOCEHTAaHOM OKa3ajocCh JIy4Yllle, YEM
uHramsnuu wionpocta [211]. JloymkeH MPOBOAUTHCS TINATEIIbHBI MOHHTOPHHT,
€CJId HauynHaeTcs JedeHne APD Hn3-3a renaToTOKCUMYHOCTH ATUX COEAMHEHUM.

JIAT" MOryT CyIIECTBEHHO YBEIWYUTH PUCK, CBSI3aHHBIN C TpaHCIUIAHTalUEn
MEYCHU U, Kak npaBwio, JIAL' sBisgeTcs nmpoTuBonokazanueM, eciia cpennee JIAJL
cocraBmsier > 35 MM pr.er. wmm JICC > 250 dynes.s.cm® [206, 212].
[Ipennonaraercs, yto crnenuuyecKyro JekapcTBeHHyto Tepanuio JIADT cnenyer
WCIIOJIb30BaTh I YIYYIIEHHS TE€MOJWHAMUKH JO0 TPAHCIUIAHTALMM TI€YEHH,
OJIHAKO BIIMSHHE Ha PE3yJbTaThl TPAHCIUJIAHTAIIMU TEYCHU HE OBLIM OLICHECHBI B
J0CTaTouHOM cTernenu [213].

VY 0oTOOpaHHBIX MAIUEHTOB ¢ TEPMUHAIILHOU cTajuel 3a0071eBaHus IEYEHU U
Tsokenon JIIT moxker OBITH paccMOTpeHa KOMOWHWPOBAHHAS TPAHCIIAHTAIUS
MEYCHU-JIETKUX WIH TICUeHHU-CepAIia-ierkoro. Kpymnueie cepuu KOMOMHUPOBAHHBIX
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MEYEHB-JIETKUE TPAHCIUIAaHTAllMi B HacTosllee Bpems coolOmarwtr o 62%
BBDKMBAaeMOCTH 3a 3 rozga. [lo Bcemy MHUpY ATOT BapuaHT JICUCHHUS MpeJjiaractcs
TOJILKO HECKOJILKMMHU IIEHTPAMH.

Pekomenganmyu Mo JIErOYHOM AapTEpPUaIbHOM TUIEPTEH3UH, CBSI3aHHOW C
MOPTaJILHOM TUTIepTeH3uel 00001eHbl B Tabauye 27.

Tadmuuna 27 Pexomenpauum mno JIAI, cBfi3aHHOW € NOPTAJbLHOH
runepTeH3uen
OnpenesieHue Kiace * | Yposenn ”
Oxokapauorpaduueckuii CKpUHUHT i BbisiBiieHus JIIT I B
PEKOMEHIyeTCsI y  CHUMIOTOMHBIX  OONBHBIX  C
3a00JICBaHUSIMU TI€UEHW W/WIM Y KaHAUJATOB HAa
TPAHCIUIAHTALUIO [TE€YEHU
Y Oompubix ¢ JIAI, cBsi3aHHOM ¢ TOpTaIbHOU Ia C
TUMNEPTEH3UeN  clieyeT paccMarpuBaTh  TOT  Ke
QITOPUTM, 4YTO U TpH JiedeHUu OonbHbIX ¢ WIIAT,
pUHUMAasi BO BHUMaHHE COMYTCTBYIOIINE 3a00JI€BaHuUs

AHTHUKOAryJIssHTHasi Tepamusi HE PEKOMEHIYeTCs Y Il C
MAIMEHTOB C MOBBIIIICHHBIM PUCKOM KPOBOTECUCHMUSI
Breipaxennas JIAI' sBisieTcss NpPOTUBOIIOKA3aHUEM K 1 C

TpaHCIUIAaHTAalMW  nedeHu, ecau  cpeanee  JIAJL
coctasisier > 35 MM pr.ct. w/mw JICC > 25 dynes.s.cm™

8 Knacc pexoMeHaluii.
b YPOBEHb 1OCTOBEPHOCTH.

7.4.5 JlerouHass  aprepuajibHAsi  TUINEPTEH3HUsl, CBA3AHHAS  C
HH(PUIHUPOBAHMEM BHUPYCOM UMMYHOAe(UUINTA YeI0BEKA

Hcnonb30BaHne  BBICOKOAKTHUBHOM  AHTUPETPOBUPYCHOM  TE€panuud U
arpecCMBHOM  Tepanuu  ONNOPTYHUCTUYECKUX HMHQPEKUHUA  CIOCOOCTBOBAJIO
YBEIMUCHHUIO CpEIHEH MpoAoLKUTenbHOCTH Ku3Hu BUY-nnduumrpoBaHHbIX
naiueHToB. (CleoBaTeNbHO, CIEKTP OCJIOKHEHUN ObUI TMEepeHEecCeH Ha Jpyrue
JUTUTENbHBIE COCTOSIHUS, B TOM YHUCJIE CEpJIeYHO-COCYAUCThIE 3a00JIeBaHusl, TaKue
KaKk  JWilaTalldOHHAsh  KapJUOMHUONATHS, [EpUKapAHalbHbIE  HApYyIIEHUS,
HEUH(EKITMOHHBIA TPOMOOTHUYECKUN HSHAOKAPIUT, YCKOPEHHBIA aTepOCKIepO3 U
JIAT'. TleponauanbHasi pacnpoctpaneHHocTh JIAIT cocraBmsana 0,1-0,5%, 1o
BbICUMTAHHBIM oreHKaM - 0,1% B rox [214]. Beuto BbICKa3aHO MHEHHE, YTO
UCIIOJIb30BAHUE BBHICOKOAKTUBHOW aHTHUPETPOBUPYCHOM TE€panuy MOKET MPUBECTH
K cHmwkeHuto 4actorel JIAI, cBsa3zanHoit ¢ wuHbuuupoBanuem BHUY, Ho
MCCJIEIOBAHUE HACEJIEHUs, HENAaBHO IMPOBEIEHHOE BO DpaHUUIO NPOTUBOPEUUT
ATON THUIIOTE3€, MOCKOJbKY BBIUYHUCICHHAs MHWHUMAJIbHAs pPaclpOCTPaHEHHOCTh
BUUY-acconuuposannoit JIAI cocraBuia 0,46%, 4T0 O4E€HB MOX0XE HA TIPEIIITOXY
BBICOKOAKTUBHOM aHTHUPETPOBUPYCHOI Tepanuu [49].

[latorenes JIAI, cBs3zannoit ¢ BUY-undexnuerd octaercs HESICHBIM.
OTCyTCTBHE BHUPYCHBIX YaCTHUI[ B KOMIUIEKCHBIX IJIEKCU(OPMHBIX MOPAKEHUSIX,
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OOHapyKE€HHOE€ Yy OJTUX NAIUUEHTOB IIOKa3bIBAET, YTO KOCBEHHOE JICHCTBHE
BUPYCHOW HWH(EKIHH Ha TMpOLECChl BOCHAIEHUS M (AKTOpbl poOCTa MOIYT
BBICTYIIATh B KAUECTBE TPUITEPA Y MPEAPACIIONIOKEHHBIX MAeHToB [49].

Jluacnocmuka

JIAT', csazannas ¢ BUYU-undexuneil pa3zaenser aHaIOTHYHbIE KIMHUYECKHE
npusHaku ¢ MJIAT'. Ha MomenT nmocranoBku auaruosa 71-81% manueHToB UMEIOT
Tsoxenbsiid BO3-OK [49, 122]. [TarueHTsl MOTYT IMOCTYIATh ¢ APYrUMHU (aKTOPaMHU
pucka JIAI', Takumu kak 3aboneBaHus neyeHu (xponuueckuit rematutr B mwmm C),
BO3/ICHICTBHE MPENapaToB U TOKCMHOB WM AMOOJIHS JISTOYHON apTepuu B CBSI3U C
B/B BBejleHUEeM rmpernapatoB (HapkotukoB) [49]. Cpemm mnamumentoB ¢ JIAT,
accounnpoBanHoii ¢ BHUY, B Oousbmielt creneHn OyayT MYKYMHBI U B/B
HapkomaHbl. bonee 80% nanueHTOB XOpPOUIO KOHTPOJHMPYETCS BBICOKOAKTHBHOM
aHTUPETPOBUPYCHOW Tepamnuel, a yucio CD4-knerok He sABisgercs (aKToOpom
pucka ms JIAT [49, 122].

beccumnromubie BUY-unpuimpoBanHbie MaueHTsl HE JODKHBI TPOXOIUTH
obcnenoBanue Ha JIAI'. Dxokapauorpadust 10KHA MPOBOAUTHCS y OOJBHBIX C
HEOOBICHUMOW OABIIIKOMN /Ui BbIsABIeHN BUY-CBSI3aHHBIX CepAEYHO-COCYAUCTBIX
OCIIOKHEHMM  TakWX, Kak MHOKapauT, Kapauomuonarum wmm  JIAT.
IMonreepxknenne KIIC sBnsercs oOsA3aTeNbHBIM JJIsi YCTAHOBJIEHHUS JUarHos3a
BUY-cBszannoit JIAI' u oTcyTcTBUS 3a00JI€BaHMI JIEBBIX OTAEIOB CEpALIA.

JIAT' sBnsiercsi He3aBUCUMBIM (akTopoM pucka cmeptu cpeaun BUU-
WHOUIIMPOBAHHBIX MAIMEHTOB C TAKOM e HU3KOU 3-JIeTHEH BEDKUBaeMOCThIO 21%
Kak B HaubOosee Tsokenbix cinydasx (BO3-OK II/IV) nmo cpaBuenuto ¢ 84% y
Cllerka CHUMITOMHBIX OOJBbHBIX. B OJHOLIEHTPOBOM HCCIIENOBAaHUM JIyYLIHid
pe3ynbTar ObuT cBsi3aH ¢ KoiamdecTBOM CD4 > 212 kieTok/mi, BBICOKO aKTHBHOM
AHTUPETPOBUPYCHOM Teparnuei U Tepanueit srmonpocteHosom [122].

Tepanus

Jleuenue JIAT', cBazannoii ¢ BUY-undekuueit MmeHee xopoio pa3zpadoTaHo
no cpaBHeHuto ¢ apyrumu popmamu JIAT. CymectByer Toiabsko Tpu PKU - ogno ¢
nepopajibHBIM  aKTHBHBIM IpocTaHouaoM Oepampoctom [134] m gaBa ¢
CEJICKTHBHBIM aHTAarOHUCTOM PELENTOPOB SHAOTEIMHA aMmOpuceHTanoMm [146],
nonycTUBIIMX BKirodeHue nanueHToB ¢ BUY JIAT, kotopsie cocTaBisitoT < 5% ot
oOIIel YMCIIEHHOCTH HaceJICHUS.

AHTHUKOAryJISIHTHas! Teparusi OObIYHO HE PEKOMEHIYETCs U3-3a TTOBBIIIIEHHOT O
pHUCKa KpOBOTEUEHUSI, TPEANOIaraeMbIX MPo0OJIeM OCIOKHEHUN U B3aUMOICUCTBUSA
nekapctB. llammentst ¢ BUY JIAI'  oka3ainch HEUYBCTBHUTEIBHBI K
Ba30peakTUBHOMY TecTy [66] u, ciienoBaTenbHO, He JO/KHBI ony4ath BKK.

Heckonbko HEKOHTPONHUPYEMBIX UCCJIENOBAHUM TMOKa3bIBAIOT, YTO B/B
snomnpocreHon [122], n/k tpenpoctunun [215] u uHramsauu wnonpocra [216]
MOTYT VJYUYIIUTh TMEPEHOCUMOCTh (U3UYECKOM HaArpy3Kd, TeMOIAWHAMHUKUA U
cumntomsl JIAT' BUY.

JIBa OTKPBITBIX HCCIENOBAaHUS COOONIMIIM O pe3yiabTaTax OOCeHTaHa Yy
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oompubix ¢ JIAIT BHUY [217, 218], cBuumeTenbCTBYsS 00 yIy4IIEHUH BCEX
adexTuBHBIX H3MepeHui, B ToM uyuciae TO6MX, BO3-OK, nomnmiepoBckux
reMOJMHAMHUYECKUX ITOKa3aTejiel M MHBAa3UMBHOW TremoaumHaMuku. Ileuenounas
MePEHOCHUMOCTh ObljIa TTOX0Ka Ha paHee COOOIABIIMECS HAOIIOASHUS TIPU IPYTUX
dopmax JIAI'. Hutepnperanus >THX HCCIEIOBAHUNA OrpaHUYE€HA HEOOJIBIINM
pa3MepoM BBIOOPKU U OTKPBITHIM XapaKTepOM HCCIIEOBAHUM.

B cayuae ucmonws3oBaHus — cuiieHadwiia,  J03a JI0JDKHA  OBITH
CKOPPEKTUPOBAaHA, €CJIM PUTOHABUP U CAaKBUHOBUP U3-3a JIEKAPCTBEHHOIO
B3auMOJIelicTBUs Ha3HavaroTcs BmMecte (Tabauya 20) .

BUY-undexnums, KaKk IpaBUIO, pacCMaTPUBAETCS B KayeCTBE HMCKIIOUCHHS
KpUTEpHUs Uil TPaAHCIUIAHTAllMM JIETKUX, JaXKE €CIM B HEKOTOPBIX IIEHTpax
BHEJIpEHA KOHKPETHAs MporpaMmma.

PexoMenganuu 1O JIErOYHOW apTepHaIbHOW THNEPTEH3UH, CBS3AHHOU C
BUY-undexuuneit npeacrasnensl B Tabauye 28.

Taouuua 28 Pekomengauuu mo JIAIL, cesizannoit ¢ BUY-undexkuuei
Omnpenesenne Knacc * | Ypoenn "
Oxokapaunorpadus NOKa3zaHa nanueHTaM C I C
HEOOBSICHUMOM OJBIIIKOW JIJI1 BBISBIICHHS CEPJICUHO-
COCYIUCTHIX ocnoxkHeHut BUY -uadexiun
Y ooneubix JIAD, cBs3anHoit ¢ BUY-undexumeit, ¢ lla C
Y4ETOM CONYTCTBYIOIINX 3a00JIeBaHU I "
JIEKAPCTBEHHBIX B3aUMOICUCTBUI clenyer
paccMarpuBaTh TOT >K€ QJITOPUTM JICUCHHS, 4YTO U Yy
o6onpHBIX ¢ NJIAT
VY nanueHToB € MOBBIIIEHHBIM PHUCKOM KPOBOTECYEHHM Il C

AHTUKOATYJISTHTBI HE PEKOMEHTYIOTCS
8 Knacc pekoMeHaanuii.
b YPOBEHb 1OCTOBEPHOCTH.

8. DHaod1eOUT JIErOYHBIX BeH M JEeroYHbIH KANWLISIPHBIH
remMmainruomaro3s (rpymnma 1°)

O06a DOJIB u nerouHblii KAMWUISIPHBIA FEMAaHTMOMATO3 SBJISIOTCS HEYACThIMU
COCTOSIHMSIMHM, HO BCE 4alle Npu3HatoTcs B KadectBe npuuuH JIAL [219]. Onu
ObUTM  KIacCU(PUIIMPOBAHBI B  CHEHU(PHUUECKYI0 TOATPYNNY  KIMHUYECKOU
knaccuuxanuu (Tabauya 4, rpynna 1°) ans naToJOrM4ECKUX, KIMHUYECKUX U
TEpaneBTUYECKUX pa3inuuuil ¢ npyrumu popmamu JIAT, BKIIOUEHHBIMHU B TPYIILY
1’. B nureparype 3apeructpupoBaHo Mmenbiie 200 ciaydae DJIB u nmeroyHoro
KalIWUBIPHOT'O TeMaHruoMaro3a. JJIB 1 JeroyHslil KanwuIipHbIM FEMaHTMOMATO3
IOXOXHU B HEKOTOPHIX OTHOIICHHUSX, OCOOCHHO B CBSI3M C HU3MEHEHUSMU B
JITOYHOM TMapeHXHWMe, KOTOpble omucaHbl Bbime. Cooluaercss o CeMEeUHOM
BO3HUKHOBeHUH DJIB, y manueHToB ¢ 3TUM 3a0o0JieBaHHEeM OOHapy>KeHa MyTalus
KOcTHOro MopgoreHeTnueckoro perenrtopa Oenka-2 [220]. Dtu pe3ysbTaThl
noka3biBaoT, 4yTo JIAT' 1 DJIB MoryT npeactaBiiarh pazauuHbie GEHOTUTHYECKUE
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MPOSIBJICHUS CIIeKTpa ofHOoW Oose3nu. B ormmume or WJIATL, npm DJIB [221]
CYIIECTBYET Mpeodiialanne MYKYUH U TIPOTHO3 OKa3aJICs XyXKe.

8.1 DHa0(1e0UT JIEr0OYHBIX BEH

8.1.1 /lmarnocTuka

Juarno3 DJIB ¢ BBICOKOH BEpOSTHOCTHIO MOXKET OBITh YCTAaHOBJICH MYTEM
COYETaHUs KIMHUYECKUX MOJ03PEHHM, (PU3UKATBLHOTO OCMOTpPa, OPOHXOCKOIUU U
PEHTICHOJIOTHYECKUX JaHHBIX [221]. Tlpy 3TOM HEMHBA3MBHOM TOIXOIE MOXHO
n30eKaTh OMOIICHIO JIETKOro («30JI0TOM CTaHAapT» I MOATBEPKICHUS TUArHO3a
DJIB) B OONBUIMHCTBE cllydaeB. BONBIIMHCTBO OONBHBIX MKATYETCS Ha OABIIIKY
npu  (U3NYECKOW Harpy3Ke M YCTAJIOCTh, KIMHUYECKHE TMPOSIBICHUS HE
otnuyarorcs ot UJIAT. dusukanbHOE 00CIEIOBAHIE MOKET BBISIBUThH YTOJIICHUE
KOHIEBBIX (pajaHr MaJblIeB W JBYCTOPOHHUE MEIKOMY3bIpYaThie XpHUIIbI TPH
ayCKyNbTallUW, 4YTO SBIACTCA XapakTepHbIM Tmpu aApyrux ¢dopmax JIAT.
Hccnenoanue cepuu Ciay4aeB IO3BOJISIET MPEANOJOXKHUTb, YTO Yy MALUEHTOB C
DJIB 6onee Tsxkenas TMIIOKCEMUS U TOpa3o 0ojiee HU3KUN noTeHnuan quddy3un
OKHCH yIJIepoJia, yeM npu apyrux ¢opmax JIAT [54, 221, 222]. D10 MOXKET OBITh
OOBSCHEHO HAJIWYMEM THUIMYHOIO XPOHMYECKOTO HMHTEPCTULHMAIBHOIO OTEKa
nerkux npu DJIB w/unu Huzkum ypoBHeM CB w/wiM HamuyueM OTKPBITOTO
OBAJILHOT'O OTBEPCTHSI.

Pentrenorpadgusi rpyaHoOW KIETKM MOXET BbISIBUTH JuHUU Kepiu B u
nepudepruueckre HHTEPCTUIIMATIbHBIE WHPWIBTPATH B JOMOJHEHUE K JIPYrUM
TUNUYHBIM npu3Hakam JII'.

KomneroTepHas Tomorpadus BBICOKOT'O paspenieHus SABJISIETCS
uccieoBaHueM BbiOOpa. TumuuHble pe3ynbTarhl, mnpeanosaratonme JJIB,
IPEJICTABIISAIOT CO0OM HallMyue CyOIIeBpajJbHbIX YTOJIIEHHBIX MEPEropooK,
IIEHTPOOJEBBIX CYOIJIEBPATbHBIX (POKYCOB YIUIOTHEHHUS IO THUITY «MaTOBOTO
creksay (B OTJIMYME OT MaHJIOOYJISIPHOTO pachpeesieHus, 0OHAPYKUBAEMOT0 TIPH
WIIAT) u menuactuHaibHOM numbaneHonaTuu [54]. Accormumarus 3THX Tpex
pesynpTaToB Oblia ompeneneHa kak 100% cnenuduyeckuit mapkep 2JIB B
cnyvasax JIAI' ¢ 66% uyBcTBUTENBHOCTBIO. KpoMe TOro, ux Halv4ue OKa3ajoCh
TECHO CBSI3aHO C PUCKOM Pa3BUTHUS OTEKa JIETKUX MPU TEPAINUU SIOMPOCTEHOJIOM
[223, 224].

[Tockonbky OJIB MoxkeT OBITh CBSI3aH CO CKPBITBIM  alIbBEOJIIPHBIM
KPOBOTE€UEHUEM, OPOHXOCKOMUS C OPOHXOAThBEOJISIPHBIM JIaBaKEM MOXKET OBITh
MOJIE3HBIM MHCTPYMEHTOM B JMArHOCTUYECKON cTpaTeruu. B peTpocrneKTUBHOM
UCCJICIOBAaHUU OBbUIM TPOAHAIM3UPOBAHBI PE3YJIBTAThl OPOHX0AIHBEOJISIPHOTO
JTaBaXka, IMmpoBeneHHOro y 19 OompHBIX ¢ momo3penueM Ha WIIAT [222]. Tlo
cpaBHeHuto ¢ MJIAT Bocemsb cinydaeB DJIB MMEIOT MOBBILIEHHBI YPOBEHD KIIETOK,
BBICOKHI TMPOILIEHT TEeMOCUJICPUHCOIEPKAIINX MakKpoparoB H 3HAYUTEIHHO
Beicokre Oamtel mo Golde. IIponent makpodaros, mumdonuToB U HelTpoduioB
OBLTT aHAJIOTUYEH.

['emonuuamuueckue nposisiaerus DJIB momoOusr MJIAI. BaxkHo oTMeETHTB,
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qTo I[?).HA IMO4YTHU BCCTrAa HOPMAJIbHO, IMOTOMY 4YTO IIATOJIOI'MYCCKHUC M3MCHCHUA
IMPpOUCXOAAT B MaAJIbIX BCHYJIAX MW HC BIIMAIOT HaA OOJBIINE JIETOYHBIE BEHEI.
TCCTI/IpOBaHI/Ie Ba3OpCaKTHUBHOCTH MOKCT OBITh OCJIOKHEHO OCTPBIM OTCKOM
JCTKOTIO.

8.2.2 Tepanus

MenukamenTosnas tepanusa DJIB He pazpaborana. Hambomnee BaxHO TO, 4TO
Ba30AMJIATATOPBI U OCOOEHHO MPOCTAHOUBI JOJIKHBI UCIIOJIb30BATHCA C OOJIBIION
OCTOPOXKHOCTBIO HM3-32 BBICOKOTO PUCKa OTeKa Jierkux [223, 224]. Tem He MeHee,
CYUIECTBYIOT COOOUICHHS 00 YCTOWYMBOM KJIMHUYECKOM YIIYULICHUHU Y OTAEIbHBIX
NAlMEHTOB C JTUMHU mpenaparamMu. Kakue-nuOo JaHHbIE B  OTHOLIEHUU
UCIOJIb30BaHUSI HOBOI'O MEAMKAMEHTO3HOI'O JICUEHMs, Takoro kak APD wiu
uHruOuTOpHl  ochonuscrepassl - 5 Tuma B Jedenun OJIB u  smeroyHoro
KallWJUBIPHOI'O T€MaHIMOMAaro3a OTCYTCTBYIOT. B cBs3u ¢ atuMm, Tepanus OJIB
JOJDKHA OCYILECTBISITBCSL TOJBKO B ILIEHTPaX C OOJBIIMM OMBITOM B OO0JIACTH
neuyenus JII', a mareHTs! TOKHBI OBITH MOJHOCThIO MHPOPMUPOBAHBI O PUCKAX.
IIpencepnHas cenTOCTOMHS MOXET OBITh PAacCMOTPEHA, HO, KakK IIPaBUIIO,
OTrPaHUYMBAETCS TUIOKCEMHUEN. EAMHCTBEHHBIM paauKaibHbIM JedeHrem JJIB u
JIETOYHOTI0 KAMWJUIIPHOTO T€MaHTMoMaTo3a SIBISIETCS TPAHCIIAHTAlUs JIETKOTO,
Takxke mnocine TpaHciantauuu npu WJIAIT o penunuBax 3aboneBaHusl He
cooOmanock. Ilammentet ¢ 3JIB  gomkHBI OBITH HAmpaBlIEHbl B LIEHTP
TPaHCIUTAHTALMU AJ1s1 00CIeI0BaHUS KaK TOJIbKO OYJEeT YCTAHOBJIEH JUAarHo3.

Pexomennanuu o DJIB npencrasnenst B Tabuye 29.

Taoauua 29 Pexomenganuu no 3H10(p1e0UTy Jero4HbIX BEH

Onpenenenne Kiace* | Yposenn ”

Hanpasnenne OonpHbix ¢ DJIB Ha oOcnemoBanue B | | C
IICHTP TPAHCIUIAHTAIIMM IT0Ka3aHO KaK MOXKHO CKOpee
MOCJIC YCTAHOBJICHUS TUArHo3a

[TlartuentoBr ¢ DOJIB cnegyer HaOmogaTh Toiabko B | lla C
CTHEIUATM3UPOBAHHBIX IEHTPaX C OOJBIIMNM ONBITOM B
JIAT" B cB3M C PHCKOM OTE€Ka JIETKHX IIOCJIE Hayaja
cnenuduyeckux JIAI' mpenapaTon

8 Knnacc pekoMeHaluii.
b YPOBEHb JOCTOBEPHOCTH.

8.2 JlerouHblii KAMWLISIPHBII reMaHTHOMATO3

DTO OYEHb PENKOE COCTOSHUE, KOTOPOE MOXKET OBITh TPYAHO OTIMYUTH OT
OJIB, a JMarHOCTHYECKHME M TEPAIlEBTUUECKHE AaCIEKThl SIBISIOTCA BECbMa
CXOKMMH. 3a4acTyi0 TOJBKO aHATOMO-TATOJOTMYECKOE HMCCIIEJOBAaHUE CIOCOOHO
pa3nmuuuTh ABa cocrosHus [20].
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9. Jlerounasi runepTeH3usi B CBA3M C 3200JIeBAHMSAMH JIE€BbIX OT/AEJI0B
cepaua (rpymma 2)

BonpmmucTBO noctmxkenuid B teuenuu JII' Obutn caenansl nipu JIAI. B Toxke
BpeMsl, MPAKTUYECKH HUKAKOro Iporpecca He ObUIO cAelaHO Ipu Haubosee
gacTeix ¢opmax JII', BcTpeuaromuxcst y OOJBHBIX € 3a00JI€BaHUSIMU JIEBBIX
OTIENOB cepAaua, 3adoneBanussmu jerkux unu XTJII. Hecmorps Ha oTcyrcTBHE
JAHHBIX, TIpernaparbl ¢ JoKa3aHHOW »>¢dekTuBHOCTRI0O Tipu JIAIT Bce ware
UCIOJIb3YIOTCS TIpH Ipyrux ¢popmax JII'. DTo MOKET OBITH KIMHUYECKH OIPaBAaHO
y HEKOTOPBIX THIATEJIbHO OTOOpPaHHBIX MAIMEHTOB, HO MOXET OKa3aTbCs
O€cCIoNIe3HbIM WM JlaXKe BPEIHBIM M y MHOTHUX JAPYTUX. DTO OOCTOSTEIHCTBO
BBI3bIBAET 00ECIIOKOCHHOCTh, a PUMEHEHUE NpenapaToB npu aApyrux gopmax JII
3a MpeeaaMy KCIIEPTHBIX [IEHTPOB HE OOLIPSETCH.

[laronorusi, marodpusuonorus wu suugemuonorus JII'  Bcreacrsue
3a00JIeBaHU JIEBBIX OTJEIOB cepla 00CYKIaJIMCh paHee.

JI' uMeerT mJIOXOW MPOTrHO3 Yy OOJBHBIX C XPOHUYECKOW CepAeyHOU
HEJIOCTAaTOYHOCTRIO [225]. B o1HOM HCceIoBaHUM 4acToTa CMEPTHOCTH 4epe3 28
MecsleB HaOmoeHus coctaBuia 57% y 001bHBIX ¢ yMepeHHoi JII' mo cpaBHEHHUIO
¢ 17% y mammentoB 6e3 JII'. Kpome Toro, mamumeHThl, KoTOphie umeroT JICC,
npessimatomee 6-8 Wood units (480-640 dynes.s.cm™), MMEIOT MOBBIMICHHEIH
PHUCK IociieonepanroHHoi HegocrarouHocty [ DK mocie TpaHciiaHTanuuy cepana.

9.1 ImarHocTuka

Huarnoctuueckuit mojaxoxn k JII', pasBuBiieiics B pe3ynbrare 3a00jeBaHUN
JeBBIX OTIENO0B cepaua nonoden npu JIAL, nonmuep 3xokapauorpadus sBisercs
HAWJIY4YIIUM HUHCTPYMEHTOM IS CKPUHUHTOBBIX Iieieil. JluacToanyecKkyro
muchynakiuo JOK crenyer momo3peBath NMpHU HAIWYUW PACIIMPEHHOTO JIEBOTO
npeacepaus, MeplaHus TpeAcCepaAnii, XapaKTepHbIX HU3MEHEHHN B mnpoduie
MHUTPAJIBHOTO MOTOKA, MPO(HIIE JIETOYHOTr0 BEHO3HOT'O IMOTOKA, B JOMIIJICPOBCKUX
CUTHAJIaX TKaHEH MUTPAJIBHOTO KoJbIla u runeprpoduun JOK [64, 226].

JlaHHBIE TOTIJIEPOBCKOM OIEHKH TKAaHEW MOKa3bIBaIOT, YTO cooTHomIeHue E/E’
CKOpPOCTHM paHHEro Motoka Ha mMutpaibHoM kianaHe (E), pazgeneHHoe Ha paHHee
nuacronmyeckoe (E’) yaiMHEeHHMe CKOpOCTEH TECHO CBSI3aHO C JaBJICHUSIMH
nanoiaaenns JOK: korma otnomenue E/E’ mpeBbiaer 15, 1aBiacHUS HAIOMHEHUS
JDK moBpImaroTcs, a Koraa 3T0 COOTHOIICHHE HIKe 8, maBieHus HanoiHeHus JDK
CHIDKaroTes; ecim 15 > E/E” > 8, To TpeOyroTcst TONOIHUTEIbHBIC HEHHBAa3HBHbBIC
uccienopanus [64]. XapakTepHble KIWHUYECKHE W 3XOoKapauorpaduueckue
ocooenHoctu JII', cBA3aHHOW € AMACTOJMYECKON NUC(YHKIMEH NpPUBENECHBI B
Tabuye 30 [227].

XOTs yBETUYEHHOE JAaBJICHUE 3alOJHEHUS JIEBOTO MKENyJA0YKa MOXET OBbITh
OIICHEHO JIOMIIIep 3XoKapauorpadueit [64, 228], nuaBazuBHoe usmeperue J[3JIA
WM KOHEYHO — auacronudeckoro gapieHus JDK mMoxkeT ObITh HEOOXOIUMO IS
noATBepkaeHus quarHos3a JII', cBa3aHHOM ¢ 3a00JieBaHKEM JIEBBIX OTJEJIOB Cep/iia
(cM. Takke pasgen 7.1.11) [64]. A3JIA ¥ KOHEYHO — JUACTOIMYECKOE IABICHHE
JDK MOryT OBITh «TICEBIOHOPMATLHBIMIY, OCOOEHHO KOT/1a TAIUEHThI TTPOJICYCHBI
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MOYETOHHBIMHU TIpernapaTamu. B 3THX ycrnoBusX OBLIO MPEIIOKEHO MPOBEICHUE
Harpy304HbIX OOBEMHBIX TE€MOJWHAMHUYECKHX TECTOB JUIA  ONpEeleNIeHUs
muchynkuuu JOK, HO 3T TMarHoCTUYECKHE MHCTPYMEHTHI TPEOYIOT JalibHEeHIIen
cranaaptusanuu. [1oBBIIEHHBIN TpaHCIYJIbLMOHAIBHBIN TpagueHT (cpeanee JIAJ]
muHyc cpeanee J3JIA) > 12 MM pT.CT. SBISCTCA MNPEIAKTOPOM BHYTPEHHHUX
U3MEHEHUI B MajoM Kpyre KpOBOOOpAallleHHs C MpeoOIialatoliuM MMacCUBHBIM
yBenmmuenueM J[3JIA. YV HEKOTOphIX MAIMEHTOB MOXKET OBITh TPYAHO OTJIMYUTH
JIAT' or JII', cBsazanHoit c¢ nuchynkiuenn JDK, ocoOeHHO y OOJIBHBIX C
norpanndHbeiMu 3HaYeHusIMH JI3JIA (15-18 mm pr.cT.).

Tadauna 30 dDaKTopbl, CIOCOOCTBYIOIIIHE AMATHOCTUKE
AMACTOIUYECKON NUCPYHKIUU JIEBOr0 KeJYyI0UYKa NMPU HAJTUYUMU JIer OYHOM
THIIEPTEH3MH, ONPeAeJeHHOM 10 AOIILIep IXoKapaAuorpaguu
Kinnnyeckue npu3sHaku
Bozpact > 65 ner
[TOBBIIIEHHOE CUCTOIMYECKOE apETEPUATBHOE TaBICHUE
[1oBBIIIEHHOE TTYJIBCOBOE TaBICHUE
Oxupenue, METabOIMYECKUN CUHIAPOM
I'uneprensus
Koponapnas 6one3Hb cepaia
Caxapnblii 1uadet
MepuarenbHas apuT™Must
Ixoxapauorpapus
PacmmpeHnue jieBoro npeacepaus
Konnentpuueckoe pemonenupoBanue JIK (oTHOcUTENbHAS TOJIIUHA CTEHKH >
0,45)
[Muneprpodus JIK
Hanuuue sxokapanorpaduueckux mokazaTeseil MOBBIIICHHOTO JIaBJICHUS
HanosHeHus JIK
[TpomexxyTouHoe obcnemoBanue (Trocie YXokapauorpadun)
CUMIITOMaTUYECKU OTBET HA TUYPETUKU
Upe3mepHOe NOBBIIIEHUE CUCTOINYECKOr0 apTePUAIbHOTO IaBJICHUS pU
Harpyske
[ToBTOpHAs OlleHKA peHTTeHOoTrpaduu rpyIHON KIETKUA B COOTBETCTBUU C
CEPAECYHON HEJIOCTATOYHOCTHIO

Moauduimpoano Hoeper ¢ coat. [227]; JIDK — neBblit sk enymoUek.

[Tonb3a onpenenenus: ypoBHeil BNP mna3mel 111 AMarHOCTUKU 3a00JIeBaHUM
JIEBBIX OTIENOB cepaua npu Hanuuuu JII' He TOYHO YCTaHOBJEHA, MOCKOJIBKY
noseilieHue BNP moxer HaOmogarbcss mnpu  00OUMX MNATOPU30JIOTHUECKUX
COCTOSIHUSIX. L[eHHOCTh TPOBEAEHUS TEMOAMHAMUYECKOIO TECTAa C IOMOIIBIO
HArpy3Ky WJIM KUJKOCTH TaKKe HEIOCTATOYHO XOPOIIO OMpeIelieHa.

Ponnb, 3HaueHue u npoBeaeHrne hapMaKkoJIOrH4ecKoro TECTUPOBAHUS OCTACTCSI
HesicHoit mipu JII', o0ycioBieHHON 3a00JIeBaHUSIMU JIEBBIX OTACJIOB CEPJIA, XOTS
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OHO PEKOMEHJyeTCs Yy KaHAWAAaTOB Ha TMepecajKy cepAla Uil BbIABICHUS
HAalMeHTOB C 0o0jee BBICOKMM PHCKOM pPAa3BUTHUSL OCTPOM IOCIEONnepaluoOHHON
Hepoctarounoctd DK [229]. ¥V kanampaToB Ha mepecajaky cepiala CTOMKOe
noseimerure JICC > 2,5 Wood units w/unu I'T/] (rpagueHT TpaHCHyIbMOHAIBLHOTO
JaBiieHus1) > 15 MM PT.CT. CBSI3aHHBI IPUMEPHO 3-XKPaTHBIM YBEIMUYEHUEM PUCKA
HenocratouHocT [DK m paHHeH mocTTpaHCIUIaHTaMOHHON cMepTHOCThIO [230].
Korma JICC wMoxer ObITh CHWXKEHO (apmakomoruuecku (Hampumep, C B/B
HUTPOIIPYCCHIIOM) OTOT PUCK MOXeT ObITh yMeHblleH [231]. OrcyrcrBue
KOHCEHCYCa M0 CTaHAAPTU3UPOBAHHOMY MPOTOKOIY MPUBOAUT K HCIIOIB30BAHUIO
pa3NUYHBIX MpenaparoB IJis IPOBEPKU PeaklMU Majoro Kpyra KpoBooOpaleHus,
B TOM YHCJIE WHOTPOITHBIX BEIIECTB, BAa30qWIaTaTopoB, mpoctaHonnoB, NO u
uHrUOUTOpOB  (ochomurcrepazpi-5  Tuna.  OcTpasg  mocrieoneparuoHHas
HepoctarouHocTh [DK Takke MokeT HaOMOIaThCS y MAIMEHTOB C HOPMAaJIbHOMU
UCXOIAHOW JIETOYHOM TIeMOJAMHAMUKOM, TMpeArnojaras BOBJICYEHHE APYTHX
MEXaHHU3MOB.

9.2 Tepanusi

B nactosimiee Bpemsi kakoro-nmu6o crenuduyeckoro gedenus JII', cBs3aHHOIM
c 3a0oJieBaHUSAMH JIEBBIX OTJICJIOB cepilla He cymiecTtByer. Psa mpenapaTtoB
(BKJIOYasT AUYPETUKHU, HUTpaThl, TuApaia3uH, uHruoutopel AllD, [ -
a7pEeHOOIOKATOPhl, HECUPUTHJ U HWHOTPOIHBIC AareHThl) WM MEPOIPUATHS
(MMIUTaHTALHS BCIIOMOTaTENBHOT O amnrmapara JIEBOXKEITYI0YKOBOTO
KpOBOOOpAIIleHUs, KJalmaHHas XUPYPrus, PECHHXPOHUBMPYIOMIas Tepanus |
TpaHCIUTAHTAIMsA cepana) MoryT mnoHus3uth JIAJI Oornee mium MeHee OBICTPO B
pe3yJbTaTe CHI)KEHUS JTaBJICHUS 3aroJIHEeHHs JIeBbIX oTAeoB cepana [12]. Takum
obOpa3om, Beaenne JII', o0ycioBiIeHHON 3a00JE€BaHUSIMHU JIEBBIX OTEJIOB CEPIIIA,
JIOJDKHO OBITh HAIpaBJICHO Ha ONTUMAJbHOE JICUEHHE OCHOBHOI'O 3a00JieBaHUSI.
I[Ipu JII' [OpOTHBONMOKA3aHHBIX IIPENApPATOB  JUISl  JICYCHUS  CEPACHYHOMN
HEJIOCTAaTOYHOCTH HeT [226]. B HeckombKHX HCCIIeIOBaHUSAX ObUIA PacCMOTPEHA
pOJIb TIPENapaToB, PEKOMEHAYEMBIX B HacTosdilee Bpems s jeuenus JIAI. PKU
1o omeHke 3(P(HEKTOB XPOHUYECKOTO HCIOJIb30BAHUS 3MONpocTeHoNa [232] wu
0ocenTana [233, 234] npu TsHKENO# CepACUHON HETOCTATOYHOCTH OBLIM JOCPOYHO
MPEKpaIleHbl W3-3a TOBBIIMIEHHOM YacTOThl COOBITMH B HUCCIENYEMBIX TpyIIax
JIEKapCTBEHHBIX MpENapaToB MO CPAaBHEHHIO ¢ OOBIMHON Tepanuei. Hebosbiine
UCCIIEIOBAaHUS HEAABHO MPEITONIOKIIN, YTO cuiieHadun MoxkeT ynydmuts TOH
M KayecTBO XKU3HHM O0JBbHBIX ¢ JII', cBsI3aHHOM ¢ 3a00JIeBaHUSIMU JICBBIX OTJCIIOB
cepana [235]. Mcropust MeAMKaMEHTO3HON Tepaluy CepIedHON HETOCTATOYHOCTH
MOJIHA TPUMEPOB, KOrJa IMpernapaT oOKa3blBal MO3UTUBHOE BO3JICUCTBUE HAa
CyppOraTHble KOHEYHBIE TOYKH, HO B KOHEYHOM HUTOT€ OKa3aJoCh, YTO HAHOCUT
yiepd, Kak UWHrHOMTOpPHl  QocdoaudcTepaspi-3 Tuma. Takum  o0Opazowm,
ucnons3oBanre JIAD crnenuduyeckux TmpemnapaToB HE PEKOMEHAYETCS [0
MOJIYYEHHUS HAJEKHBIX JAHHBIX W3 JOJTOCPOUYHBIX HCCIIEIOBAHUI, OCOOCHHO TMPHU
«HempornopIoHansHo» JII', cBsI3aHHON ¢ 3a00JIEBaHUSMU JIEBBIX OTJICIIOB CEepIia
(Tabmuya 3). Croiikoe cumkenue JII' oxumaeTcss B TeUEHHUE HECKOIBKUX HEICNb
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WM MECALIEB y OOJBIIMHCTBA MAIMEHTOB, YCIEHNIHO IPOONEPUPOBAHHBIX IO
MOBOJTY 3a00JIeBaHUSI MUTPAIbHOTO KJianaHa, qaxe eciau JII' sBusercs pakropom
pucka Jis ornepanuu [33, 236].

Pexomennanuu no JII', 00ycoBioBIeHHON 3a00JIEBaHUSIMU JIEBBIX OT/IEIIOB
cepaua, npeacrasiieHsl B Tabnuye 31.

Taoaunma 31 Pexomenpanuu no JIAI, cBsi3anHoil ¢ 3a00/ieBaHUSIMM
JIEBBIX OT/€JIOB cepana

OnpenesieHue Kiaace* | Yposenn ”

Y mammentoB ¢ JII', oOycrnoBieHHOW 3a0osieBaHHEM | C
JICBBIX OTJZICJIOB CEpPJIa, PEKOMEHIYETCS ONTHUMAIbHOE
JIeUEHHE OCHOBHOrO 3a00/J€BaHUS JIEBBIX OTEIOB
cepara.

[lanmenTsl ¢ «HenmponopunoHaisHOW» JII', cBA3aHHOU C Ia C
3a00NIeBaHUsAIMU JIeBBIX OTAeNoB cepaua (Tabauya 3),
NOJbKHBI ObITh BKIOUeHbI B PKU, opuenTupoBanHbie Ha
JII" cnenuduyeckue npemnaparsl.

[loBbiIeHHOE AaBlieHHE JIEBOCTOPOHHETO 3aIlOJIHEHHUS I1b C
MOJKET OBbITh OLIEHEHO JOTIIIEPOBCKOM
sxokapauorpadpuei.

WNuBasuBubie wusmepenus [J[3JIA win KOHEYHO - l1b C

nuacronnyeckoro nasineHust JOK moryr morpeboBarbes
I TIOATBepKAeHust pauarHosa JII', cBs3aHHOM C
3a00JI€BaHUSIMU JIEBBIX OTZIEJIOB CEPALA.

KIIC wmoxer ObITh paccMOTpeHa Yy OOJBHBIX C l1b C
CEPBhE3HBIMH  3XOKApAUOTpPapUISCKUMU  NPU3HAKAMH,
CBUJCTEIBCTBYIOIMMU O Tskesnon JII' y manmueHToB C
3a00J1€BaHUSIMH JICBBIX OTJICJIOB CEpAIla.

Hcnons3zoBanue JIAI' cnennduueckoil iexapcTBEHHOM Il C
TepallMi HE pEeKOMeHayercs Yy mnanueHtoB ¢ JII,
CBSI3aHHOM € 3a00JIEBaHUSIMH JIEBBIX OT/IEJIOB CEP/IIA.

# Kimacc pekoMeHIauii.
® YpoBeHb 10CTOBEPHOCTH.

10. Jlerounasi runepTeH3us, CBsI3aHHAsA ¢ 3200/1eBAHUSIMHU JIETKUX W/WJIN
runoxkcuei (rpymnmna 3)

[laTomorusi, marou3MOIOTUSI W SIHUJIEMUOJIOTHS ITHUX COCTOSHHM ObUIH
oocyxnensl panee. [Ipu XOBJI namuuue JII' cBg3aHo ¢ OoJjiee yKOpOUEHHOM
BbDKMBAeMOCThIO [237] u yacTeiMu 3mm3omamMu obocTpenus [238]. JII' spusercs
IUIOXUM  TPOTHOCTUYECKUM (PAKTOPOM MPH HHTEPCTUIIHAIBHBIX 3a00JIeBaHUSIX
nerkux u JIAJ[ sBasercs HanOosee BaKHBIM MPOTHOCTUYECKUM (PaKTOpOM
cmeptHOcTH [37].
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10.1 /InarnocTuka

Knunnueckne cumntoMbl U ¢usnueckue npuszHaku JIIT Moryr ObITh
TPYAHBIMH ISl BBISIBJICHUSI Y TALIMEHTOB C PECHUPATOPHBIMU 3a00JICBAHUSIMU.
Kpome Toro, mpu XOBbJI nepudepuueckre OTEKH MOTYT HE OBITh MPU3HAKOM
HenocratoyHoctd  IDK, TmOCKOIBKY OHHM MOTYT pa3BUThCA OT BIHSHUSA
TUTIOKCEMUU Y TUIEPKAITHUU HAa PEHUH-aHTMOTEH3UH-AJIbIOCTEPOHOBYIO CUCTEMY.
bonee Ttoro, comyrcrByromue 3aboJjeBaHUs JIEBBIX OTACIIOB CEpJlla, KOTOPHIE
OOBIYHO aCCOIMUPYIOTCS C XPOHUYECKUMHU PECIUPATOPHBIMU 3a00JIEBAaHUSIMU,
TaK)XK€ MOTYT CIIOCOOCTBOBATH MoBbIteHNI0 JIA L.

Kak w npu npyrux cdopmax JII', sxokapauorpadus sBISECTCS IJTyUITUM
CkpuHUHT MeromoM i ouneHku JII. Tem He MeHee, ee IUArHOCTUYECKOE
3HAQUYCHUE TIPU TSDKEIBIX PECUPATOPHBIX 3a00JieBaHUSIX HIbke, yem npu JIAT.
Hanexnast ouenka cucronmueckoro JIAJl moxer ObITh peanu3oBaHa JHUIIb B
OTPAaHMYEHHOM YHUCJE CJy4yaeB; oleHka cucroaudyeckoro JIAJ[ moxer OBITH
HetoyHol. Cneunduunocts cucronuueckoro JIAJ[ B obnapyxkenun JII' Hu3Kas,
XOTSl HETaTUBHOE IPEIWKTHBHOE 3HAYCHHE sBIIeTCS npueMieMbiM [239, 240].
[Tokazanust k o»xokapauorpabum jns  npoBepku JIIT npu  XOBJI wu
MHTEPCTUIIMAIBHBIX 3a001€BaHUAX JIETKUX BKItouaroT: (I) uckimrodenne 3HaunMon
JIT; (II) omeHky comyTcTBYIOIIMX 3a0oieBanuid JieBbIX otaenoB cepama u (1)
ot6op narmenTtoB s KIIC.

Onpenenennelii nuarno3 JII' onmpaercs Ha W3MEpPEHUs, MOJYYEHHBIE IPU
KIIC. Ilokazanuem k KIIC mpu Tspkensix 3a0oseBaHusAX Jierkux sBIsitoTcs: (I)
COOTBETCTBYIOWIAsE auarHoctuka JII' y KaHOuJaTOB Ha XUPYPruuecKoe JICUEHUE
(TpaHcIUIaHTalMKM, CHIKeHUe oOwvemMa  Jjerkux); (I) momo3penue Ha
«HenponopiuoHabHyo» JII', MOTeHIHAaTbHO CKJIOHHYIO OBITh 3aYMCICHHOW B
PKU ¢ JIAT cnemmuduyeckoit nexapctBenHoi tepanueit; (II1) gacteie smu3o/sl
Henocratounoctd  IDK  u  (IV) 0Oe3pesynpTaTHOEe  dX0Kapauorpadudeckoe
UCCIIeIOBaHNE Y OOJBHBIX C BEICOKMM YPOBHEM BEPOSITHOCTH.

10.2 Tepanus

B nacrosee Bpems cneunduueckoit Tepanuu JII', cBsazannoit ¢ XOBJI nnu
MHTEPCTUIIMAIBHOM 00JIe3HBIO JIETKUX HE cymiecTByeT. [lokazano, uTo qmurenbHOe
npumeHenue O, yactuuno ymeHnsinaet nporpeccuponanue JII' nmpu XOBJI. Tem nHe
MeHee, Ipu 3ToM JedeHun JIAJL penko Bo3BpaIaeTcss K HOPMAJIbHBIM 3HAYEHUSIM,
a CTPYKTYpHBIC aHOMAJIMU JICTOYHBIX COCYIOB OCTAlOTCS Heu3MeHHbIMU [112].
[Ipu MHTEpCTULMATBHBIX 3a00J€BaHUAX JIETKUX Pojib JAiuTenabHo O, Tepanuu B
nporpeccupoBanuu JII' meHee sicHa. JledeHue OOBIYHBIMU Ba3OAWIIATATOPAMM HE
PEKOMEHyeTCsl, IOCKOJbKY OHM MOTYT HapylIuTh TIa3000ME€H B CBA3M C
TOPMOXKCHHUEM THUITOKCHYCCKOM JICTOYHOW Ba30KOHCTPHUKIMHK [241, 242] u wux
HEO(PPEKTUBHOCTRIO ~ TMOCNIE  JUTMTEIILHOTO  WCHOJIb3oBaHus — [243,  244].
OnyOMuKOBaHHBIX Pa0OT C OMBITOM MPUMEHEHUSI CIIEIU(DUUECKO JIEKapCTBEHHON
tepanuu JIAI' HEZOCTaTOYHO M 3aKJIIOYAIOTCSI OHU B OLIEHKE OCTPBIX 3(PPeKToB
[245, 246] n HEKOHTPOIMPYEMBIX HCCIICIOBAHNI B MJTBIX cepusix [247 - 251].

Tepanueir BoiOOpa mammeHnToB ¢ XObBJI wim HHTEPCTUNHMATBEHBIMA

3a00JIEBaHUSIMU JIETKUX W aCCOMUPOBaHHBIMM C runokcemuen JII' sBisercs
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mmrensHas Tepanust O,. amuenTsl ¢ «HenponopuuonanbHoi» JII', BciencTeue
3a00JIeBaHUN JIETKUX (XapaKTePHU3YIOTCS OMBIIIKON, HEJOCTaTOYHO OOBSICHUMOMN
MEXaHUYECKUMH JIETOUYHBIMH HapymieHUsIMU U cpeaauM JIAJ] > 40-45 mm pT. cT. B
[IOKOE€) JOJDKHBI OBITh HANpaBiI€Hbl B JKCHEPTHBIE LEHTPbl M Y4acTBOBaTh B
KJIMHUYECKUX HCIBITAHUAX, oOpueHTupoBaHHbIX Ha JIAI' cneuunduueckyro
MEIMKaMEHTO3HYIO Tepanuio. Mcnons3zoBanue JIAD' neneHanpaBlIieHHONW TeEpanuu
y 6onpHbIX XOBJI nnn nHTEpcTULIMANBHBIMU 3a00JIEBAHUAMHU JIETKUX U CPETHUM
JIAZl < 40 MM pPT. CT. B HaCTOSIEE BPEMSI HE PEKOMEHIYETCS, TOCKOJIbKY KaKHe-
b0  cUcTeMaThyecKkhe JaHHble O ee 0e30MmacHOCTH Wi 3()PEeKTUBHOCTH
OTCYTCTBYIOT.

Pexomennanuu misa JII', cBsizanHOM ¢ 3a007€BaHUSIMU JIETKUX MPEACTaBICHbI
B Tabauye 32.

Taonuna 32 Pexkomenpanum auasi JII', cBsizanHoM ¢ 3a00J1eBaHMSIMU
JIETKHX

OnpenesieHue Kiace* | Yposenn ”

Oxokapauorpadusi ~ peKOMEHAYyeTcss B KauecTBe I C
CKPUHUHTOBOTO HMHCTpyMEHTa s BbisaBieHus JII,
CBSI3aHHOM C 3200JICBAaHUSIMU JICTKUX

KIIC pexomenayercss ajsi To4HOM pguarHoctuku JII, I C
CBSI3aHHOM C 3a00JICBAHUSMH JICTKHX
OnTuMmanbHOE JISUCHHE OCHOBHOTO 3a00JI€BaHUS JICTKUX, I C

BKJIIOYasi umdTenbHyto O, Tepanuio y OOJBHBIX C
XPOHUYECKOU TUIIOKCEMUEH  PEKOMEHIYETCS y
nauueHToB ¢ JII', oOycnoBieHHOW 3a00JieBaHUSAMU
JIETKUX

[Tanmentsl ¢ "HenponopuuoHansHoU' JII', cBA3aHHON C Ia C
3a00JICBAaHUSIMU JIETKUX, JO/DKHBI OBITh BKJIIOYEHBI B
PKH, opuentupoBanusie Ha JIADI' cnenuduueckue
JIEKAPCTBEHHBIE MTPENAPATHI

Hcnons3oBanue JIAD' cneuuduueckoil nekapcTBEHHOU Il C
Tepanuu |y mnamueHtoB ¢ JII,  oOycroBieHHOM
3a00JI€BaHUSIMU JIETKUX HE PEKOMEHYETCsl

8 Knnacc pekoMeHIaluii.
P YpoBeHb 1OCTOBEPHOCTH.

11. Xponnuyeckasi TpoM003MO0JIHNYECKAasI JIerOYHAsl THIIEPTeH3us (rpynmna
4)

[laTonorusi, marou3uOIOTUS U SNUAEMHUOJOTUS ITOTO COCTOSHUSI ObUIH
o0cyxnensl Boie. XTI aBisieTcst oqHo# u3 Hanbosee pacpocTpaHEHHBIX (HopM
JIT'. Tem He MeHee, TOUTH HEBO3MOXKHO OMPENIETUTh OOIIYI0 paclpoCTPAaHEHHOCTh
XTJII', mOCKONMBKY HE BCE€ M3 OTHUX MMAUUCHTOB HMMEIOT B AHAMHE3E OCTPYIO
JIETOYHYI0 3MO0JIMI0. XOTS OCTpast JIeroUHas dMOOJIUSI MOXKET OBbITh KIMHUYECKU
HEMOM, €CTh CBUACTEIbCTBA TOro, uTo HakormjeHue XTJII' Takke MOXKeET
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pa3BUBATHCS B OTCYTCTBHE MPeAbLIyIIeH Jierounoi amoomuu [40]. B atux ciyqasx
3a00JIeBaHNE, BEPOSTHO, HHULIUUPYETCS TPOMOOTHUECKUM WM BOCHAJIUTEILHBIM
MOpaXKEHUEM B JIETOYHOM cocyauctoi cucrteme. Korma oGmutepaius cocyna
JI0CTaTO4YHAa, YTOOBI BhI3BaTh MoOBHIMIeHHE JIA]] 3amyckaercst mpolecc JIErOUHOTro
COCYIUCTOIO0 PEMOAECIUPOBAHUSA, KOTOPBIM CaMOPETYJIUPYETCS U 3aKpEIUIseT
nporpeccupoBanue JII' naxxe npu OTCYTCTBUU JabHEUIINX TPOMOOIMOOIMYECKUX
coobituii [253]. OmpeneneHHbIE COCTOSHHS CBS3aHbI C IOBBIIMICHHBIM PHCKOM
XTJII', Bkmoyass MNOPEabIAYLIYIHO CIUICHOKTOMMIO, HaJuyue MPeACEepaHO-
KETYJOYKOBOI0 IIyHTA IS JICUCHHUS Tuapoledaini, MHUEIONpondepaTUuBHbIC
paccTpoiicTBa W XPOHMUYECKHE BOCHAJIUTENbHBIC 3a00JIeBaHUS KHIIICYHUKA.
MexaHn3mbl B3aUMOCBSA3U 3TUX COCTOsIHUM ¢ XTJII' M3ydeHbl HE TTOJTHOCTHIO, HO
XPOHUYECKOE BOCMAJICHUE WM XpOHWYECKas WHQEKIHUs KPOBH MOXKET HUTpPaTh
permarontyo pois [254].

11.1 ImarnocTuka

JIro6o#t manueHt ¢ HeoOBsicHumon JII' gomkeH oOcienoBaThCsl HA HAIMYHUE
XTJIT'. Tlomo3penust JOMKHBI OBITh BBICOKMUMH, KOT/1a Y MallMeHTa B aHAMHE3€ eCTh
mpenpiaymas BeHO3Has TpomMOodMOomms. [lepexuBiime OCTPYIO JIETOYHYIO
SMOOJIMIO TMOCHE OCTPOro HIH30/la JOJKHBI HAOIIONAThCS JJIi  BBISIBJICHUS
npu3zHakoB wian cumnToMoB XTJII'. TlamueHThl ¢ ocTpoit JierouHoi sMOo0MeH,
nemoHctpupyromue npusHaku JII' wmm nucynkuuun [DK, Ha npoTskennn 1r060ro
BPEMEHH HUX TOCHUTAIM3ALMU B KIMHUKE JOJDKHBI IMPOXOIUTh KOHTPOJIBHYIO
JTUHAMUAYECKYIO0 dXOKapauorpaduio TMocje BBIMUCKKH (0O0bMHO uepe3 3 - 6
MECSLIEB), YTOOBI ONPENETUTh, AEUCTBUTENLHO 11 pa3pewmunnacs JII'.

Y OGonbHbIX ¢ HeoObsicHumoi JII', ckanupoBaHuE BEeHTWJISIUM/TIEpPy3un
nerkoro pexkomenayercs s uckmoueHus XTJII. HopmambHble pe3ynbraTsl
CKaHupoBaHUsl BeHTWIiLMK/Tepy3un wuckmoyaror XTJII. Muoropsanas KT
anrrorpadusi mMokaszaHa, KOTjla CKaHUPOBaHUE BEHTWIISAIUU/TIEPHY3UH JIETKOTO
SIBJISIETCSl HEOIIPEeASICHHBIM U OOHapyxuBaeT nedextol nepdys3uu. Jlaxe B dM0Xy
coBpeMeHHbIX MHoropsaaHbix KT ckaHepoB, mnoka emie HE JOCTaTOYHO
JI0Ka3aTeIhCTB, MO3BOJISIONINX MPEANON0KUTh, 4TO HOpManibHast KT anruorpadus
WCKIIFOYAaEeT  HAJIUYHUE orepalenbHON XTI Ecimn CKaHUPOBAaHUE
BeHTWIANuu/meppy3uu  w/mmu KT  anrmorpaduss TOKa3pIBalOT  IPU3HAKH,
copmectumbie ¢ XTJII', To manueHT AOHKEH OBITh HAIIPABJICH B IIEHTP, UMCIOIIHMA
ONBIT MEIUKAMEHTO3HOTO M XHUPYPrHYEeCKOro JieUeHUs 3TUX OonbHbIX. Jliis
OMpEJICTICHUs] COOTBETCTBYIONIEH TEPANeBTUUECKON CTpaTeruu, Kak IpaBuio,
TpeOyroTCsT MHBa3uBHbIC MeToAbl, BKIouas KIIC u TpagullMOHHYIO JIETOYHYIO
anruorpaduro. Koponapnas anruorpadus nokasana y KanaujaatoB Ha JIDD u npu
HaJIu4Yuu (PaKTOPOB PUCKA UIIEMUYECKON Oosie3HU cep/na. B nensx MuHuMu3auu
PUCKOB M MOBTOPHBIX MPOLEAYP ATHU HCCIEIOBAHMS HOJKHBI MPOBOAMTHCSA B
OKCHEPTHBIX IIEHTpaxX, a He B OompHHUIC oOpamieHus [63]. OxoHYaTe bHBIH
muarao3 XTJII' ocHoBan Ha Hammuwnu npeakamwuisipaon JIIT (cpegnee JIAJ] > 25
MM pr.ct., JI3JIA < 15 mm pr.ct., JICC > 2 Wood units) y OGombHBIX ¢
MHOXECTBEHHBIMU XPOHUYECKUMU/OPTaHU30BAHHBIMU OKKJIIO3UPYIOIIUMU
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TPOMOAMK/3MOOIUSIMH B DJIACTUYHBIX JICTOUYHBIX apTepusX (OCHOBHOM, JOJICBOM,
CErMEHTApHOM, CyOCerMeHTapHOM).

11.2 Tepanus

[Mammentsr ¢ XTJII' nopkHBI MOJy4aTh MOXKU3HEHHYHO AHTHUKOATrYJISIHTHYO
Tepanuio, OOBIYHO C aHTaroHucramMu BuUTamMuHa K, CKOPpEKTHpPOBAaHHBIX Ha
nenesoe MHO mexnay 2,0 u 3,0.

Pemenue o tom, kak jseunth nanueHToB ¢ XTJII' 1oikKHO OBITH MPUHATO B
OMBITHOM IIEHTPE Ha OCHOBE MEXIUCUUIUIMHAPHOTO OOCYXKIECHUS Cpeau
TE€paneBTOB, PEHTICHOJIOTOB, XUPYProB M OIBITHBIX XHPYproB. JIDD sBusercs
Tepanuen BeiOopa st nmanueHToB ¢ XTJII', Tak Kak 3TO MOTEHIMAIBHO JIeUEOHBIH
BapuaHT. Kak mnpaBuio, TMalmMEHT HE JOJ/DKEH paccMaTpuBaThCs — Kak
HeorepaOenpbHBIA 10 TeX MOp, MOKa CiIydyail He ObUT PacCMOTPEH OMBITHBIM
xupyprom. [leranbHoe mpena-onepalioHHOE OOCEIOBAHKME MalUeHTa U OTOOp,
XUPYPrU4ECKUil METOJN, OMNBIT W TINATEIbHOE TOCIe-OMEepPAllMOHHOE BEJCHUE
SIBJISIOTCSI BOXKHBIMU TPEANOChUIKAMH JJIsl YCIeXa IMOCJe 3TOr0 BMEIIaTeIbCTBA
[55]. OTOop mamumeHTOB JyIs oOlepaldy 3aBUCHT OT pa3Mepa W JIOKAJTU3alMH
OpraHM30BaHHBIX TPOoMOOB, oT cteneHu JII', Bo3pacta W COMYTCTBYIOLIMX
3a0oneBanuil. IlpokcuMalibHbIE OPraHU30BaHHBIE TPOMOBI SIBJIAIOTCSA UICATbHBIM
MOKa3aHUEM, B TO BpeMsi Kak 0oJiee NUCTAIbHBIE OOCTPYKIIMM MOTYT IMOMEMIAaTh
ycnemHoi nponeaype. Ilocne 3¢gpdhexkTUBHOTO BMEMIATENHCTBA, PE3KOE MaJICHUE
JICC MOXHO OXHUJaTh C MOYTH HOPMAJIbHOU JIETOYHOW reMoauHamukou. LleHTp
MOXKET CYUTATHCS JOCTATOYHO OIMBITHBIM B 3TOM 00JIaCTH, €CJIU OH BBIMIOJIHSET I10
menbIei Mmepe 20 oneparuit JI2D B rog ¢ ypoBHem cmepTHOCTH < 10%.

Crneunduueckas JIAI' nekapcTBeHHAs Teparusi MOXKET UTPATh OMPEICTCHHYIO
poib B oToope marueHToB ¢ X TJI[', B OCHOBHOM IO TpeM pa3InuHbIM CIICHAPHUSIM:
() ecnmm manmeHT He sBiIsAercs KanaummaTtoMm s omeparuu; (1) ecowm
PEIOTIEPAIIMOHHOE JIeueHHnEe OYAEeT COYTEHO IeNeCOOOpa3HbIM IJIsl YIyUIIEeHUS
remoguHamuku u  (III) ecim y mamueHTa wuMeeTcs CUMMOTOMaTHYeCKas
ocrarouHas/penuauBupyromas JII' mocne oneparuu JeroyHor dHAAPTEPIKTOMHUH.
Heckonibk0 HEKOHTPOJIMPOBAHHBIX KIMHUUYECKUX UCCIEIOBAaHUN MOKA3bIBAIOT, YTO
npoctaHouibl, APD u unruburopsl dhochoaurcrepaspi-5 THUIIA MOTYT OKa3bIBaTh
reMOJIMHAMHYECKYIO U KIIMHUYECKYIO Mob3y y 6onbHbIX ¢ XTJII', He3aBucumo ot
TOro OBUIM JIM OTH TANHUEHTBl PACCMOTPEHBI  ONEpPaOCIbHBIMA WM
HeonepabeapHbpIMU [255 - 260]. EnuHcTBEHHOE COBpEMEHHOE PaHIOMU3HPOBAHHOC
ane0o0-KOHTpoIMpoBaHHOe KinHu4Yeckoe ucnbsitanne BENEFIT, nocssiennoe
O0ezonacHoCTd W 3((PEKTUBHOCTH MEIMKAMEHTO3HOTO JICYEHUSI HUCCIEA0BAIIO
a¢dexTrl OoceHTaHa y narueHToB ¢ HeonepadbeapHol XTJII B Teuenue 16 Henenpb
[261]. D10 wmccnemoBanme mokaszano cymecrBeHHoe cHibkeHue JICC B rpymme
6ocentana, Ho B TOMX, QyHKIIMOHAILHOM KJacce WJIM BPEMEHU KIMHUYECKOTO
YXYALIEHUSI U'3MEHEHUI HE BBISBIICHO.

YuuteiBasi 3TH OrpaHUYCHHBIE JaHHBIE, HEOOXOAUMBI JlaTbHEUIINE
UCCJICTIOBAHUS, YTOOBI TIOJYYUTh HAJEKHBIE JOJTOCPOYHBIE BHIBOABI 00 MCXO0/1ax
MEIUKaMEHTO3HOU Tepanuu y OonbHbIX ¢ XTJII, U, Korga 3To BO3MOXKHO, 9TH
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MAMEHTHl JTOJDKHBI PAacCMAaTPUBATBCA B PAMKaX KIMHUYECKAX HCHbITaHW. B
HacTosIee BpeMs HeT MeaukaMeHTo3Horo JyedeHus XTJIIT, koTopoe ObLIO OBI
opunuansHo yrBepxkaeHo B EBpomne uinu CIIA. JIByCTOpOHHSISI TpaHCIUIAHTAIUs
JIETKUX SIBJISICTCS. BAPUAHTOM IIPU TSKEIIBIX CIy4dasgX, KOTOPbIE HE MOAXOIST AJIs
JI90.

Pexomenpanus mia JII', pasBuBiueiics Beaeactsue XTJIIT mpencraBieHsl B
Tabnuye 33.

Tadmuna 33 PexkomeHaanmuM 1o XpOHHYECKOH TPOMO0IMOOIMUYECKON
JIETOYHOM THIePTeH3UH

Onpenenenne Kiace* | Yposenn ”

Hunarnoctuka XTJII' ocHOBaHa Ha HaIWYWM Mpen - I C
kamuisipoit JII' (cpennee JIAZL > 25 mwm pr.ct., A3JIA
< 15 mm pr.cT., JICC > 2 Wood enunuil) y OOIBHBIX C
MHOXECTBEHHBIMH  XPOHHUYECKUMU/OPTaHU30BAaHHBIMU
OKKJTIO3UPYIOMUMH TPOMOaMu/3MO07IaMu B DJIACTUIHOM
JIESTOYHOMN apTepuu (OCHOBHOM, J0JICBOM, CETMEHTApHOM,

cyOcerMeHTapHOM)

Y OompHbix ¢ XTJII' moka3aHa MOXXU3HECHHAsS I C
AHTUKOATYJISIHTHAsL TepaIHs

Xupypruueckasi JIETOYHAsT SHAAPTEPIKTOMUS SIBISIETCS I C
PEKOMEH1yeMbIM JieueHueM y 00sbHbIX ¢ XTJIT

Ecmu mnpusHaku ckanupoBanus nepdysun u/mmm KT Ia C

anruorpadun coBMectTuMbl ¢ XTJI[', maneHThI TOKHBI
ObITh HamNpaBJICHbl B  IIEHTPHI, HMEIONIUE OIbIT B
XUPYPrUY€CKOU JIETOYHOM dHIAAPTEPIKTOMUU

OT6op ManMeHTOB Ha OMEpaIUIo0 TOKEH OCHOBBIBATHCS Ila C
Ha CTEMEHU U JIOKAJM3alluKd OpraHu30BaHHOrO TpomoOa,
ypoBHe JII', a Takke Ha HaIM4YUM CONYTCTBYIOLIHUX
3a00JIeBaHUI

JIAT' cnenuduueckast JieKapCTBEHHasi Teparus MOXKET 1b C
ObITh TOKa3aHa y HekoTopbix mnanueHtoB c¢ XTJIT,
KOTOpbIE HE MOAXOMAT MJIi XHPYPrAYECKON omnepanuu
WM Yy TAlUeHToB ¢ ocraroyHou JII' mociie jerodHou
JHJIAPTEPIKTOMUU

8 Knacc pekoMeHaluii.
b YpoBeHb JJOCTOBEPHOCTH.

12. OnpegesieHne CHeHUAJM3HPOBAHHOIO LEHTPa MO JEroYHOM
apTepuaIbLHOU rUIePTEeH3UH

Lenpto cnenuanM3upoOBAHHOIO LIEHTPA SBISIOTCA MPOBEIECHUE OLEHKH U
uccienoBanue Bcex npuuuH JII', oObIYHOE BeEHUE COOTBETCTBYIOIIMX OOJIbHBIX
JIAT cnenmduyeckoil JeKkapcTBEHHOMN Tepanuei, padoTta ¢ IpyruMu pabOTHUKAMHU
3paBOOXPAHEHMS] JUIsl JOCTHIKEHUs JIYYIIMX pe3yJbTaTOB Yy IALHUEHTOB,
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MIPOBEJICHNE MPOBEPOK, HAYYHBIX HMCCIENOBaHUM KW 0OydyeHus. Tak, B LEJIOM,
LHEHTPbl C BBICOKUM OOBEMOM TAIMEHTOB, KaK IIPAaBUJIO, HMEIOT JIy4IllIHe
pe3yNbTaThl, CHEUUATU3UPOBAHHBIM IIEHTpPAM HEOOXOAMMO HMETh JOCTATOYHO
OOJBbHBIX, MOJYYAIOIIMX XPOHUYECKYIO TEpalui0 M HOBBIX pedepalioB, YTOOBI
onpaBaatk 3TOT cTaryc. CHenualu3upOBaHHBIA LIEHTP MAOIKEH 00Cien0BaTh
MuHUMYM 50 manuenToB ¢ JIAI wnm XTJII' 1 oHM TOJKHBI MOJy4daTh HE MEHEE
JBYX HOBBIX pedepasioB B Mecsl] ¢ gokymeHTupoBanHou JIAT wmm XTJII. Ot
mu@pel MOTYT OBITH aJalNTUPOBAHBI C YYETOM OMNPEAEICHHBIX OCOOEHHOCTEN
CTpaHbI (pacrpesiesieHle HaceaeHus, reorpauueckue orpaHu4eHus u T.4.).

OtaeneHust ¥ BO3MOYKHOCTH CIieIHaTu3npoBanHoro nentpa [180]:

(1) cneumanM3upoBaHHBIE  I[EHTPHI  OYAYT  OKa3plBaTh  IOMOIIb
MYJIbTUIIPOPECCUOHAIBHON ~ KOMaHAOW, KOTOpas JOJDKHA, KaK MHHUMYM,
BKJIFOYATh:

e J[Ba Bpaua-KOHCYJbTaHTa (OOBIYHO JIFOOOM U3 ABYX MM 00a BMECTE U3
KapIHOJIOTNYECKON u pecnupaTopHOU MEULIIHBI) c oco0oii
3aMHTEPECOBAAHOCTHIO B JII'

e CrnenuaincTt KIMHAYECKAs: MeIcecTpa

e Panuosnor, nMeromuii onbIT B n300paxenuun JII'

e Kapauosor, UMerOIIMi ONbIT B XOKapAUOrpapuu

e JlocTyn Kk paboTe MCUXOJIOrMUECKON U COLUAIbHON MOJAEPKKU

e COOTBETCTBYIOLIEE ACKYPCTBO MO BBI30BY U OIIBIT.

(2) cneumanu3upoBaHHBIC IEHTPBI OYIYT KMETh CICAYIOINE TOAPA3ICICHUS:

e OraeneHne ¢ MEPCOHAIOM, BIAJICIOIIMM CIEUUAIbHBIMU 3HAHUSAMU
JIT

e OrtneneHre UHTEHCUBHOW Tepamnuu, o0JajaroIiee COOTBETCTBYOIINM
OTBITOM

e CrneunanucTtbl aMOyIaTOPHOTO CepBHCa

e (Ckopast MEIMITMHCKAs TTOMOIIb

e JluarHoCTHMYECKOE OTJEJIEHHE, BKIIOYAOIIEee dXOKapAuorpaduro,
KOMIIBPIOTEPHYIO TOMOTPa(HIO, SAEPHOE CKAaHUPOBAHUE, MAarHUTHO-PE30HAHCHYIO
toMmorpaguto, Y3U, Harpy3o4yHble TECThbl, HCCIENOBaHUWE (YHKUMM JIETKUX H
KaTeTepU3allMOHHYI0 J1a00paToOpuio (C OINBITOM IPOBENEHUS Ba30PEAKTUBHOIO
TECTa)

e JlocTym K TMOJHOMY CHEKTPY cHEIU(PUUECKON JeKapCTBEHHOU
tepanuu JIAI' B cBOel cTpane.

(3) Oymyr cozmaHbl JUHUM CBSI3W (HAampUMeEp, KPUTEPUM HampaBJIEHMS,
TOCTIMTAIA3AIMS TAIIMEHTa ¥ KIMHUYECKHE TPOTOKOJIBI BEIEHUS) C APYTUMH
CepBUCaMU, KOTOPbIE HE 00s13aTEIbHO MOT'YT HAXOAUTHCS B 3TOM KE MECTE!

® OTJEJCHUE F'eHETUKH (ISl UCCIIEeI0BATENbCKUX LIETIEH )
oraenenue 3CT
OTJIEJICHNE INIAHUPOBAHUS CEMbBU
otaenenue JI93
OTJICJICHHE TPAHCIIJIAHTAI[UU JIETKUX
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e otaerneHue B3pocibix nanueHTos ¢ BIIC.

(4) cneuuanM3vpOBAHHBIM LIEHTPAM HEOOXOAMMO MPOXOAUTH ITPOrpPaMMBbl
KJIMHUYECKOM TPOBEPKM  HCXOAOB, KOTOpble OyayT BKJIIOYATh  aHAJU3
BBDKMBAEMOCTH.

(5) cmnemmamu3upoBaHHBIE IICHTPBHI OYAyT y4acTBOBaTh B COBMECTHBIX
KIMHAYecKux uccienoBanusx JIAIT, xoropeie Bkmouaror I um Il dassr
KJIIMHUYECKUX UCTIBITAHU.

(6) cmeumanuM3MpoBaHHBIE WEHTPHI OyIyT o00ECleYnBaTh PETYISPHOE
o0ydeHHe COOTBETCTBYIOLIUX MEAMIIMHCKUX PaOOTHHUKOB IO BCEM KIMHUYECKUM
acriekram JII'.

(7) cnenmanu3upoBaHHBIC IEHTPHI OYAYT UMETh CBs3b C HAIIMOHAIHLHBIMU
u/nnu EBpornelickuMu accolManusMy MalueHTOB C JIETOUYHOM runepTeH3uen.

Pexomenmanmm Ui cienualIn3upoBaHHOro uenrtpa o JII' npencrasieHs! B
Tabnuye 34.

Taoumua 34 Pexkomenaanum 10 JIErOYHOW THIEPTEH3UM B
CHEeNHAJIN3UPOBAHHOM IIEeHTpe

Omnpenesnenne Knacc* | Yposens "
Crneunanu3upoBaHHbIE LEHTPbl 00fA3aHBl 00ECHEYHTH I C
JIeYCHUE MYJIbTUIPO(PECCHOHATBLHON KoMaHmoi (Bpauu

KApAUOJOTUA U MYJIbMOHOJIOTH,  KJIMHHYECKas

MeJICeCTpa, PEHTIEHOJIOTH, PadoTa MO MCUXOJOTHYCCKOM
U COILMAILHOW TOJIEP)KKE, COOTBETCTBEHHO IO BBI3OBY
IKCIIEPTa)

Crienuanu3upoBaHHbIE IIEHTPHI TOJDKHBI UMETh MPSIMYIO I C
CBSI3b M OBICTPYIO CHCTEMY HAamlpaBi€HHUs K IPYrHM
ceppucam  (trakum  kak cepsuc 3CT, cepBuc
IJIAHUPOBaHUs  ceMbHM, ceppuc JIDD,  cepBuc
TPaHCIUIAHTALlMU  JIETKUX,  CEPBUC  BPOXKIECHHBIX
3a00JIeBaHUH Cep/ilia y B3POCTIBIX)

Crnernuann3upoBaHHbIC LIEHTPHI TOJDKHBI 00cieaoBaTh 50 lla C
nanueHToB ¢ JIAT wim XTJII' 1 oHU JOJKHBI MOJTy4aTh
HE MEHEE JBYX HOBBIX pedepaioB B MeCAll C
nokymeHtupoanHoun JIAT wim XTIIT

CrienMamM3upoBaHHbBIE LEHTPBl JOJDKHBI  BBIIOJIHATH la C
MuHUMYM 20 Ba30peakTUBHBIX TECTOB Y 00IbHBIX JIAL B

roj

Cnenuanm3nupoBaHHbIE LEHTPHI JOJDKHBI y4aCTBOBATH B Ia C

COBMECTHBIX KJIMHMYECKMX uccienoBanusx JIAT,
kotopeie  BkmowaroT II m Il a3y kamHMUeckux
VCIIBITAHUU

8 Knacc pexoMeHauii.
® VpoBeHD 10CTOBEPHOCTH.
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