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OCHOBHbIE KJIMHUYECKUE CUHIIPOMbI
NPU JUCIMJIA3UUA COEAUHUTEJIbHOM
'KAHU C OBLLEAUATHOCTHYECKOM
OYKHU 3PEHUS

a CerofiHsILIHM neHb KnuHuueckoe naydenue JJCT npoBoauTes B ABYX acreKrax: KAu-
0-namomopgporoeuseckom [87, 90| u morexkyrapro-eenemuueckom (T. . Kanypuna
[102]. Heouenumblii BK/Iaj B pa3BuTHe 3TOH MpoG/aeMbl BHeCH npeacTaButeid Om-

8yioujel xporudeckoli namosoeuu, accounupopantoit ¢ JICT, a rakxke paspabomke
moodosoeuu peabusumayut GOJBHBIX H YIEHOB HX CeMeH.

Arofapsl IOCTHXKEHHSIM T€HETHKH U KIMHUYECKHM HaOJIOJEHHAM, OMHCAHbl W KJac-
urpoBanbl cBbiie 200 3a6osieBaHMil COIMHUTEBHOH TKAHU H CKeJleTa HaCJ/eACTBeH -
xapakrepa. [lokazaHa BaanMocBsidb JICT He TO/IbKO C OpTONEIMYeCKOH MaToJorHes,
i ¢ 3a00/1€BaHHSIMH CEPEYHO-COCYUCTOH CHCTEMbI, »KeJIyJ0YHO-KHIIEYHOr0 TPaKTa,
XMaJIbHOM aCTMOMH, BereTaTHBHbIMM HEPBHBIMHM PACCTPOHCTBAMH, PACCTPOHCTBAMH MO-
BBIIEJTUTE/IBHON CHCTEMBbI, M0JIOBOH C(epbl, SHIOKPUHHBIMH AUCHYHKLUHAMH, C 0COOeH-
IMA HEPBHOHM M KOTHHTHBHOK OpraHM3alli¥ WHIMBHAyyMa. KayueHbl MHOrooGpasHbie
eckue nposisnenust HACT — oT uaMeHeHu# NCHX0/10rHYecKoro npoduJs JMYHOCTH,
ETaTUBHOM MUCHYHKIMH U CHHAPOMA XPOHHYECKOH YCTANOCTH 110 BbIPAXKEHHON MHOIMH,
MaJIMi Pa3BUTHSA MOYEK, HMMMYHHBIX PACCTPOUCTB W aHOMAJIHH Pa3BUTHS KJallaHHOTO ar-
Data cepila, KlarnaHHbIX POMATICOB U PETypPruTaLHH.

TlomMiMO H3MeHeHUH# CTPYKTYpPbI U (DyHKLHH MepedyrcieHHbx opraHoB U cucteM, HHCT
2TO COMpOBOXKAAIOTCst HapyleHusivi co croporbl LIHC u ee BereratuBHoOro otaena, re-
arHYeCKUMH U TPOMOOTHYECKUMH HapyILeHHSIMH B CHCTEMe reMoCTasa, HapyLIeHHsIMHU
bl HMMYHHO# 3a1LuThl, ECTb laHHbIe 0 BbICOKOH yacrote BoisiBaeHus npu JICT cunapo-
OpPUYHOT0 HMMYHOZIe(DHIIHTA, Ay TOUMMYHHOTO H aJ1/IePrH4€CKOr0 CHHAPOMOB H IaHHbIe
YUTEJILHOM PUCKE SHIOKPHHHO-0OMeHHBIX 3aboneBanuii [22, 77, 79, 274, 283, 354].
[3yueHbl U OMHCaHbl reHeTHYecKHe U naroduanosoruyeckue acnektsl J1CT [99, 102].
APOGHO paccMaTPUBAIOTCS NPUUYHHBI PA3BHTHS IMCIVIA3HI Cepilla, KOTOpbIe yallle BCero
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Ocrosnoe kaunuueckue curopomol npu JICT ¢ o6uyeduaenocmuieckotl mo4Kki 3peHus

SIBJISIIOTCS H30IHPOBAHHBIM NPOSIBIEHHEM CHCTEMHOTO JleeKTa COeIUHHTENbHOM TKAHH [87,,
88]. IMoaumopdrocTs kauHuueckux npossentit ICT norpeGoasa 06beIMHEHHs HX B KIIH=
HHYECKHE CHHAPOMbI. B otinune ot HacsiencTBeHHbIX cuuapoMoB JICT, ABIISOMXCS MPef-
craurensmu mddepenuupoarnbix popm JICT, KAHHHYECKHE CHHAPOMBI CJTyKaT rpynno«:
BbIMH KiuHHueckumu nposiaenusivi JICT, copMUPOBAHHBIMK 110 MPUHLKAITY aCCOLHALIMA
HapyLIEHH TeX MW UHBIX OPraHoB M cucteM. Jluisi 1MarHOCTHKH JICT HeoGxoauMO 3HATH
ocHoBHble Kaunuueckue cumnrombl JICT. [TpucyrcTBHe OZHOTO KJIMHAYECKOrO CHUMITOMA
MOJKET Mpe/IyNperaaTh Bpaya o PUCYTCTBHH OCTa/IbHbIX. BbiieJisioT c/ieayioliiie OCHOBHBIE
kauHEdeckue chuapombl M cumnromsl JICT (mo I'. K. Heuaesoit) [201, 202]. ‘

CuHOpPOM HEBPOLOSUUECKUX HAPYWeHUl U CUHOPOM Be2emamuBHOl OucPyHKYyu
(comamomopgras secemamusHas OUCPYHRKYUS, NAHUYECKUe amaKu u ap.), cemil-
kpanus (muepens). CAHIPOM BereTaTHBHOMH JMChYHKIE GOPMUPYETCS y 3HAYMTE/IbHO
ro yucsa nanuenToB ¢ JICT ofHHM M3 caMbiX MEPBLIX — y»Ke B paHHEM JETCKOM BO3pac-
Te — W PACCMATPHBAETCS KAK 005I3aTe/IbHbINl KOMIIOHEHT IMCTIACTHIECKOTO (heHOTHIIA,
[To cospemeHHblM NPEOCMABLEHUAM, OK OMpPadicaem npeopacnoLoNeHHOCMb u/ua
HauaibHole CMAdul 2UNOMAAAMONAMUY U C8A3AH € 0COOCHHOCMAMU OPACHU3AYU
U HetpoIHOOKPUHHOU OUCHYHKYUL AUMOUKO-PEMUKYAAPHOL cucmembl. Y GObLUIMHS
CTBA TMALMEHTOB BHISIBJISETCS CHMIATHKOTOHHSI, peXKe BCTpeuaeTcsi cMellaHHas Gopma,
B MaJOM MpOLEHTe CJlyyaeB — BaroTOHMs. BbIpaXKeHHOCTh KJIMHHYECKHX nposiBJIEHAR
cuHIpoMa HapacraeT napannenbHo Tspkectd JICT. BereratusHas AMCOYHKIWS oTMeHa-
etcst B 97 % cayuaeB HAaCAeICTBEHHbIX CHHAPOMOB, NPH HemddepenunpoBarHoi popMe
JICT — y 78 % nauuentos. B opMupoBaHuU BereTaTHBHbIX HApYIIEHHH y MalHeHTOR
¢ JICT, HeCOMHEHHO, UMEIOT 3HAaYeHHe reHeTHUecKHe (akTopbl, JexKallne B OCHOBE Ha-
pyLIeHHs OGMEHHBIX TPOLECCOB B Me3eHXHMA/IbHbIX MPOM3BOAHBIX, BK/IOYas HelpoMe:
3eHxuMy # Kietkd AITY]I-crereMbl, TPHBOAALIMX K H3MEHEHHIO (PYHKLHH THIIOTanaMyca,
runou3a, MoJOBbIX JKeJle3, CHMIIATHKO-afipeHanoBoii cuctemsl. HaGuiionaiores 6041 B 06 :
JIACTH CepJilia, TPAH3UTOPHbIE HAPYLIEHHUS CEPAEYHOro PUTMA, KosieGaHHs apTepHallbHOTE
JaBJIEHHs, apTepHa/bHast THIIEPTEH3Usl, apTepHabHasi THIOTEH3Us!, THIePTUAPO3, «Mpas
MOpHBIE J1aJIoHU», GBICTPAsi CMEHA OKPACKH KOXKH MPH OCMOTpe («Hrpa cOCY0B», KOJe
GaHus My/Ibea, MJI0Xast ePeHOCHMOCTb (DU3HYECKON U YMCTBEHHON HArpy30K, METe03aBH:
CHMOCTb, HAPYLLIEHHS! CHA, BeCTUOYJISIPHbIE PACCTPOHCTBA, KPACHDIH NPUITOAHUMAIOLIHACH
fepmorpachu3M, 3aTpy/HEHHe BIOXA H PHTPEMa NPH BOJHEHHH, NapacTe3uH, ollylleHHe
«ros3anus Mypatek» u ap. (puc. XIII, goto 1—3, us. BKIEfiKA).

Acmenuueckuil cunOpom: CHIXKeHHe paboToCrnoCOGHOCTH, YXy/lIeHHe MePeHOCHMOCTH
(hU3HUECKHX M TICHXOIMOLMOHABHBIX HATPY30K, MOBbILLIEHHAs YTOM/ISIEMOCTh, o6Llas cia
60CTb, OCOGEHHO TI0 yTPaM, pasiapaXKHTeJNbHOCTb, GbICTPasi HCTOLIAEMOCTh, TPYAHOCTD CO
CPeOTOUEHHS H KOHLIEHTPALIHH BHUMAHHSI, CHHYKEHHE TIaMSATH, anaThs 1 np. ACTeHHYeCKHH
CHHJIPOM BbISIBJISIETCS JIaXKe B JIOLIKOJIBHOM, HO OCOGEHHO SIPKO — B IIKOJILHOM, MOJPOC
KOBOM H MOJIOZIOM Bo3pacTe, conpoBoxzast nauuentos ¢ JICT Ha npoTsKeHHH BCel HKH3HH.
OTMeuaeTcsi 3aBUCHMOCTh BBIPAXKEHHOCTH KJIMHUYECKHX MPOSIBJIEHHH aCTeHUH OT BO3pacTa
6OJLHBIX: HeM CTapILIE ALMeHThl, TeM GoJblle CyObeKTHBHBIX XKani06. C namogusuonoeu=
WeckoLl MOYKU 3PerIs 3G IMUM MEPMUHOM CIOUM HAPYULeHIe CmpPeccopHOU adanma
yuu, ocobenno — ee 1-ii gpasel. Takum obpason, u 30ece pedo momxem uomu o Heupo:
IHOOKPUHHBLX NPOABACHULX 2UNOMALAMONAMUL.

Kranaunouti cundpom: W30JMpOBaHHbIE M KOMOWHMPOBAHHbIE MPOJANCHI KarMaHoB
cep/la, MHKCOMATO3Hast iereHepalst Kiananos. Hatle oH npejcraslied TIMK (0 70 %)
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Ocnosrole kaunuveckue cunopomor npu JCT ¢ 0b6uyeduaznocmueckol mouky 3perus

Puc. 49. Cunzipom Mapdana. AHeBpr3Ma BOCXOMISILIETO OT/Ie/1a 20PThI
u cuiycos Banbcanbebi (110 A. B. TTokposckomy, 1979)[225]

Bese — MpoJIancaMH TPHKYCIHA/IbHONO HJIH A0PTANILHOTO KJIANaHOB, pacllMpeHHeM KOPHSt

PTHI 1 JIETOYHOTO CTBOJIA, AHEBPU3MaMH CHHYCOB Basbcanbsbl (puc. 49).

B yactu ciyyaeB oOHApy>KEHHbIE U3MEHEHHs! COTPOBOXK/IAIOTCS] SIBJICHUSIMH Peryprura-
4, UTO OTPAXKAeTCsl HA MOKA3aTeJIsiX KOHTPAKTHILHOCTH MHOKap/a i 00 beMHbIX Mapame-
ax cepaua. Cyuiecrsyer muenue, uto npudunoit [IMK npu JICT Moxet GbITb AeULAT Mar-
7. KniananHblii cHHAPOM HaunHaeT GOPMUPOBATBLCS TAKXKe B IeTCKOM BospacTe (4—5 Jier).
CKyJIbTaTHBHbIe npuaHaku [IMK BbIsIBASIOTCS B pas/iuyHOM Bo3pacTe: oT 4 10 34 Jer,
aKo HauboJsee yacTo — B Bospacte 12—14 ser. CiielyeT OTMETHTb, YTO 3XOKapauorpa-
WHEeCKUe JIaHHble HAXOASTCS B IMHAMUYECKOM COCTOSIHHH: O0Jlee BbIpaXKeHHble H3MEHEHHS]
eYaIOTCA MPH MOCJEAYIOLIHX OCMOTPAX, YTO OTParKaeT BJUsIHHE BO3pacTa Ha COCTOsSIHHE
aHHoro annapata. Kpome Toro, Ha BbIPaXKEHHOCTb KJIalaHHbIX M3MEHEHHI BJIUSAET CTe-
=tib TspkecTd JICT 1 06bem 2KeJyI0uKOB.

Topakoduagpaemansrol cuHOpoM: acTeHHuecKast GopMa rPyIHOH KJIeTKH, Aedopma-
# PPY/IHON KJIETKH (BOPOHKOOGpasHasi, KHJIeBHIHAA ), lehopMalliK M03BOHOYHHKA (CKOJH-
1, KH(OCKOIHO3bI, FUMEePKH(O3bl, TUMEPAOPAO3bl H JIP. ), HSMEHEHHS! CTOSTHHS H SKCKYP-
swi tacdparmbl. Cpeau naiwentos ¢ JICT HauboJiee 4acTo BCTpeyaeTcsi BOPOHKOOOpasHast

sdhopMaliysi TPy/HON KJIETKH, Ha BTOPOM MeCTe T10 4acToTe — KuJeBHaHas Aedopmalius,
Bdiee Pelko BLISIBJSIETCs acTeHruecKast (popma rpyanHoi knetku (puc. XIV, up. Bkieika).
Hauasio dopmupoBaHusi TopakoauaparMasbHOr0 CHHAPOMA TPHXONUTCS HA PaHHHI
KOJBLHBIN BO3PACT, OTUETIIHBOCTD MpOsiBieHnit — Ha BospacT 10— 12 yier, MakcumalibHast
ypaXkeHHOCTb — Ha nepuon 14— 15 sier. Bo Beex curyuasix BopoHkooGpasHast e opmaliys
MeuaeTCst BpauaMH M pOIUTeisiMK Ha 2—3 rojia paHbluie, yem KunesuaHast. Hasudue Topa-
aparMasibHOr0 CHHAPOMA OMpeJesisieT yMeHbIIEHHE JIbIXaTe/IbHOH TOBEPXHOCTH Jier-
JedopMmalifio MPOCBeTa TPaxeH  GPOHXOB, CMelIeHHe H POTALMIO Ceplia, «TepeKpyT>
OBHBIX COCYIUCTbIX CTBOJIOB. KauecTBeHHble (BapHaHT JehopMalliK) H KOJHYECTBEHHbIE
erieHb J1eopMalii) XapakTepUCTHKH TOpakoauadparMajbHOrO CHHIPOMA OMpejess-
XapakTep M BbIPaXKEHHOCTb M3MeHeHHH MophodyHKUHOHAIBHBIX MapamMeTpoB cepila
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Ocrosnote kaunudeckue curdpomor npu JICT ¢ obujeduazrocmuieckol mouki 3penust

Puc. 50. BapuanTsl BpOXKIEHHON IUCIINIA3HH TTOUEYHbIX apTepHi — CUMNTOM «OyC» WK
«yétok» (o A. B. ITokpoBckomy, 1979)[225]

u jierkux. Jledopmaimu rpyauHbl, pe6ep, N03BOHOYHHKA H CBI3aHHOE C HUMH BBICOKOE CTO-
siHMe AuadparMbl NPUBOJSIT K YMEHbILIEHHIO TPYAHOH MOJIOCTH, TOBBILIEHHIO BHYTPUTPYIHO-
ro JaBJieHHsl, HapyIaloT MPUTOK H OTTOK KPOBH, CMIOCOGCTBYIOT BOBHHKHOBEHHIO apHTMHMH
cepaua. Hannume TopakoanadparmMaibHOrO CHHIPOMA MOXKET MOBJIeUb 33 COGOH MOBBILLIEHHE |
JIaBJIeHHsT B CHCTEME MaJIoro Kpyra KpoBOOOpaLeHHUs!.

Cocyducmuti curnOpom: NopazKeHue apTepHil 1aCTHIECKOro THIA; HIHONATHYECKOE pac-
LLIHPEHHe CTEHKH ¢ (POPMUPOBAHHEM MELIOTYATOl aHEBPH3MbI; OPAXKEHHE apTepHil MbIIIeY-
HOTO ¥ CMELIAHHOrO THIOB: GH(YPKALIMOHHO-reMOANHAMHYECKHE aHEBPH3MbI, JI0JMX0IKTA3HH
YUIHHEHHBIX M JIOKAJIbHBIX PACIIHPEHHI apTepuil, MaToI0THIECKasi H3BUTOCTb BIJIOTh JI0 TIET-
J1e00PA30BAHHS; IUCIIA3UH TTOUeUHBIX apTepuii o «Tury 6yc uiu uetok» (puc. 50); nopaxe-
HHe BeH (MaToJIoruueckast U3BUTOCTb, BADHKO3HOE PACLIHPEHHE BEH BEPXHHX H HIXKHHUX KOHEY-
HOCTEH, reMOPPOUIAIBHBIX H JIP. BEH ); TeJICAHTHOIKTA3UH; SHAOTENHAJIbHAS THCHYHKLMS,

Mamenenus cocy0B CONpOBOMKAAIOTCS OBBILLIEHHEM TOHYCA B CUCTEME KPYITHBIX H MEJl-
KHX apPTepHil 1 apTEPHOJI, BA30PEHALHOH MHITePTeH3Hel TIPH JUCTIA3HH [TOYEYHbIX apTEPHil,
yMeHblIeHHEeM 00beMa U CKOPOCTH HaTOJIHEHHsI apTEePHAJILHOTO PycJia, CHUXKEHHEM BEHO3
HOTO TOHYCa ¥ M30BITOYHBIM JICTIOHHPOBAHHEM KPOBH B Tieprdeprueckix BeHax. CocyaucThil
CHHIPOM, KaK MpaBHJO, MaHH(pECTHPYET
B MOZPOCTKOBOM H MOJIOZIOM BO3pacTe, Mpo-
rpeccHpysi ¢ yBeJIHUEHHEM BO3pacTta Maili-
eHToB. M3meHeHHsi aprepuasbHOrO JaB-
JIEHHSI TPAKTYIOTCS KaK MAHONATHYeCKas
aprepuasibHast THITOTEH3HUSI. -

Mbl  Habmofany  JIEBYLUKY - TIOAPOCTKA
MaphaHouaHOro (eHOTHNa C O0XKUPEHHEM:
C PO30BBIMH CTPHSIMM H C JEKCTPOKapaueH
(puc. 51).

Topakoduagppaemareroe cepdye:
BKJIIOYAET ACTEHHYECKHI, KOHCTPUKTHBHbIH,
JIO)KHOCTEHOTHYECKUH,  TCEeBIOAU/IATALH-
OHHbBIH BapHaHTHI, TOpakoauadparMaibLHOE
Jerounoe cepaie. PopmupoBaHHe TOPAKO-
JuadparMaibHOTO CepALla NMPOUCXONUT Ma-
paniesbHO MaHW(ECTALUH U IPOTPECCHPO-

Puc. 51. C-Ba Ans 14 ner. Jlexerpo-
kapaus (Habumonenue E. C. Tony6uikoit
u 10. Y. Crpoesa)
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aHuIo 1ehopMaLlK PY/HON KJIETKH M TO3BOHOYHHKA Ha (DOHE KJANaHHOro H COCYAUCTOro
WHApOMOB. BapuanThl TopakoanadparMaabHOro cepiila Cy»Kat OTpaKeHHeM HapylleHHst
ADMOHHYHOCTH B3aHMOOTHOLLIEHHH Beca H oGbeMa cep/ila, Beca i oGbema Beero Tesia, 06b-
Ma cepaua W o6bemMa GOMbLIMX apTepPHalIbHBIX CTBOJIOB Ha (hOHE JMCIIACTHKO3aBHCHMON
30praHM3allii poCcTa TKaHEBBIX CTPYKTYP CaAMOT0 MHOKap/a, B Y4aCTHOCTH, €ro MbIlIeYHbIX
HEpBHBIX 3/1EMEHTOB. Y MALMEHTOB ¢ THITMYHOH ACTEHHUYECKOH KOHCTHTYLWel (popMupy-
TS ACMeHUeCK Ul BAPUAKM MOPAKOOUAPPAHANbHOO CepOya, XapaKTePHIYIOIHHACS
MEHbLICHHEM Pa3MepoB KaMep Cep/lia NMPH «HOPMAJbHOH» CHCTOJIMYECKOH H JHACTOJNH-
SCKOH TOJILLIMHE CTEHOK U MEXKEJyI0YKOBOH Meperopojiki, « HOpMaJsibHbIX» MOKasaTeJIsix
gHOKAp/Ma/IbHOM Macchl — (HOPMHUPOBAHHE HCTHHHOrO Masioro cepua. CokpaTHTebHbIN
IPOLIECC B JAHHOK CHTyalliH COMPOBOXAAETCH YBEJHUYEHHEM LMPKYJISPHOTO HaNpsRKEeHHs
MCTOJY, YTO CBHIETEJbCTBOBYET O TMIIEPPEAKTHBHOCTH KOMIIEHCATOPHBIX MEXaHH3MOB
5a hoHe Mpeo6J1ajaIoIIHX CHMIIATHYECKHUX BIIHSTHUM,
YeTaHOBJIEHO, Y4TO ONPeAesioUMH (aKTOpaMH B H3MEHEHHH MOP(OMETPHYECKHX,
SbeMHBIX, KOHTPAKTH/bHBIX H (ha30BbIX MapaMeTpoB Cepjla ABJAOTCs (Gopma rpyAHON
AETKH W ypOBeHb (DH3HYECKOrO PA3BHTHS, B YACTHOCTH, KOCTHO-MBIILIEYHOTrO anmapara.
¥ yacTi GosbHbIX ¢ BhipaxenHoi JICT v pasinuHbIMH BapHaHTaMH JieOpPMaLUK TPYAHOM
eTku (BoponkooOpasHasi nepopmatmsi 1, 11 crerenn) B yc/ioBusix ymeHblueHusi 0GbeMa
PYHOH MOOCTH HAGMIOAAETCS <IIePHKAPANTONONOGHAs» CHTYALWst C PASBHTHEM OUCHAG-
KO3ABUCUMO20 KOHCMPUKMUBHOR0 cepoya. YMeHbleHHe MaKCUMaJIbHBIX pa3MepoB
DIl ¢ H3MEHEHHEM FeOMETPHH MOJIOCTeH HOCHT MPH 3TOM FeMOJMHAMHYecKH HebJsaro-
IDUATHBIN XapaKTep, COMPOBOXK/ASICh yMEHbLICHHEM TOJIILHHbBI CTEHOK MHOKAap/1a B CHCTOJTY.
[IpH yMeHblLeHHH YIIaPHOTo 06'beMa Cepiiila MPOMCXOIUT KOMIEHCATOPHOE MOBBbIlleHkHe 06-
1ero nepudepHIeCcKoro CoNpoTHBIEHHs. Y Psijia MalMeHToB ¢ AedopMaliueit rpyHoM KieT-
3 (BoponkooGpasHasi nedopmatst 111 crenenn, kunesuanas aedopmariisi) Npu CMeILeHHH
LA, KOTIa OHO YXOJMT» OT MEeXaHHYECKHX BO3/IeHCTBUI KOCTSIKA IPYIHON KIIETKH, POTH-
W5 H COTPOBOXKIASICH «TIEPEKPYTOM»> OCHOBHBIX COCY/IMCTBIX CTBOJIOB, (POPMUPYETCS A0 -
Dcmeromudeckull 6apuanm mopakoouagppacmarvro2o cepoya. « CHHIPOM CTeHO3a»
JIa M3 JKEJYIOYKOB COTPOBOXKIAETCS YBEJHYCHHEM HAMpsDKeHHst MHOKapAHaIbHbIX
TPYKTYD B MEPHIHAHAJIBLHOM H LIMPKYJISPHOM HaNpaBJIEHHsIX, POCTOM CHCTOJIHYECKOro Ha-
PSXKEHHST MHOKAPAUAJILHOM CTEHKH C YBeJIHYEHHEM JTUTe/IbHOCTH MOJArOTOBUTEJLHOTO Te-
14 K UBTHAHUIO, YBEJIHUEHHEM [1aBJIeHHS! B JIETOUHOH apTePHH.
¥ naupenTos ¢ kunesuaHol nedopmanueit rpyaHoi kiaetky Il u 111 crenenu BbisiBasiercst
YeHHe YCTheB aopThl U JIEFOYHOH apTepHH, CBA3aHHOE CO CHHXKEHHEM YIPYroCTH CO-
OB 1 3aBHCSIILEE OT CTENEHH TsKecTH Jedopmalnd. MiaMeHeHHsi reOMeTPUM cepjlia xa-
IKTEPHU3YIOTCS] KOMIEHCATOPHBIM YBeJIHUEHHEM PasMepOB JIEBOTO XKeJyouKa B MacTosy
60 B cHCTOJY, B pesyJ/ibTaTe uYero roJiocTb MPpHoOpeTaeT 1aposuaHyio dhopmy. CxoamHbie
Lecchl Ha6JII0/IaI0TCsl CO CTOPOHBI MPABBIX OTIEJOB CEPALA U YCThSl JIETOYHOH apTepHH.
DMUpYeTCsl nce6000UNAMAYUORHbLL BAPUAHM MOPAKOOUAPPACMALbHOZO Cepiya.
| rpyrime nauuenTos ¢ anddepenuuposantoi ICT (cunapomamn Mapdana, Yeprory6o-
a—nepca—/[lansio, Crukiepa, HeCOBEpPIIEHHOTO OCTEOreHe3a), a TakKe y MalunueHTOoB
nemiddepenumposannoil JICT, HMeIOHX coueTaHne BbpaXKeHHbIX 1edopMariuii rpyaHos
2TKH M MO3BOHOYHKMKA, MOP(OMETPHUECKHE U3MEHEHHs TIPABOr0 H JIEBOTO XKeJYI04KOB
DALIA COBMANAIOT: YMEHBIIAIOTCS AIMHHASL OCb M TUIOLIANH TOJIOCTEH YKEJyl0YKOB, 0CO-
HHO B KOHLIE JHMACTOJIbI, OTPAXKasi CHUMKEHHE COKPATHTEJbHOK CrOCOGHOCTH MHOKapAa;
KAIOTCsl KOHEUHble M cpeHenuacTonnyeckue oobemel. Habmonaercsi komrencatopHoe
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CHHKEHHe 06LI1ero neprudepuieckoro COCyAHCTOr0 CONPOTHB/IEHHUS, 3aBUCLLEE OT CTEEH!
CHIKEHHS] COKPATHMOCTH MHOKAp/1a, BhIPAXKeHHOCTH JiehopMaLiii TPyHOH KJIETKH U M03B
HOYHHMKA. HeyKJOHHBIH POCT JIETOYHOrO COCYAHCTOTO CONPOTHBJIEHHS TIPUBOAUT B IaHHON
cayyae K OPMHPOBAHHIO MOPAKOOUAPPAHALLHO20 Ne204HO20 CepOLQ.

Memaboauueckas Kapduomuonamus: KapiMaJrdd, apHTMHH Cepalia, HapylIeHHS
npoteccos penospusaiH (I crenens: yseandenue amnantysl T V2—V3, cunnpom T V23
T V3; Il crenenn: unsepcust T, cmewienne S—T V2—V3 Buus Ha 0,5—1,0 mm; 11 crenens
unBepcust T, kocoBocxousiiiee cmetlenne S—T o 2,0 mm). Passutue mertabouuyec
KapAMOMUONATHH OMPe/IeIsieTCs BIMSHUEM KapnaibHbiX (GakTopoB (K/armaHHbI{H CHHAPO!
BapHAHThI TOPaKOAHA(ParMa/ibHOro Cep/lia) ¥ SKCTpaKapaHa/bHbIX YCJ0BHH (TOpaKoLHa:
parmMajbHblii CHHAPOM, CHHAPOM BereTaTHBHOH IHCHYHKLIMH, COCYAMCTbIH CHHAPOM, €L
MHKpO- 1 MakpoasemenTtos). Kapauomuonarust npu JICT He nmeer crieunduueckux cyobek:
THBHBIX CHMIITOMOB M KJIHHHYECKHX MPOSIBJIEHHIH, HO BMeCTe C TeM MOTEeHLHANbHO ONpe/ies
JISieT MOBbIILEHHbI PUCK BHE3AMHOH CMEPTH B MOJIOZIOM BO3pacTe ¢ npeobiajatoliei pok
B TAHATOr€HE3€e apUTMHYECKOr0 CHHIAPOMA.

MyTSIM; CHHPOM TIPeIBO3GYKIEHH s KeJYI04KOB; CHHAPOM y/IMHeHHs uHTepBasa Q—T. Ha
CTOTA BBISIB/ICHHS] APHTMHYECKOTO CHHAPOMA — OKOJI0 64 %. VICTOUHHKOM HapyLIeHHs! PHTM
cep/iiia MOXeT ObiTh 04ar HapylIeHHOro MeTa6o/M3Ma B MHOKap/ie, MPUBOJSILIETr0 K H3MeHEHH
SIM MECTHBIX HOHHBIX "PAIH€HTOB KATHOHOB M aHHOHOB, BXOAANIMX B (popmysy Cent-Ilbepis
(cm. «ITpakTukym>» ). [1pu HapyleHHH CTPYKTYPbl M (DyHKLIMH COEJHHHTE/IbHON TKaHH BCETA
TPUCYTCTBYIOT MOOGHbIE MaToxumuueckie uameHenusi. Ilpuunnoit apurmuit npu JICT me
JKET CJIyXHTh U K/IanauHbiii CHHAPOM. BOSHHKHOBEHHE apUTMHIL IPH 3TOM MOXeT GbiTh 06
YCJIOBJIEHO CHIIbHBIM HATSPKEHHEM MHTPAJIbHBIX CTBOPOK, COIEPMKALUKMX MbIILIEYHbIE BOJIOKHE
CTIOCOGHBIX K JHACTOJIHUECKOH JETONAPH3ALHH ¢ POPMHPOBAHHEM GHO3/IEKTPHICCKOH HECT:
6uabHocTH MHoKapaa. CoryiacHo KoHLenuuu Bunepa—Posen6/oTa, H3MeHeHHe reoMeTpH
Cep/IeYHbIX KAMEpP MOXKET BECTH K M3MEHeHHIO MyTH BOJIHbI BO3OYXK/IEHHS], CIBUraTh BPEMER
HYIO TOYKY BO3BPATa HMITYJIbCA U CIOCOOCTBOBAThL APUTMHSIM 110 MEXaHH3My MOBTOPHOTO BXO
(re-entry). Kpome Toro, TosiB/IeHHIO apHTMHUII MOXeT Croco6CTBOBATbL PE3KHH COPOC KPOBI
B JIEBBIH KeJyJ0ueK ¢ MMPOJOHTMPOBAHHON AHACTOJIMYECKOH Jenossipusauued. MsMeHeH#s
reOMeTpUM Kamep cepiiiia MOryT HMeTh pellaloliiee 3HaueHHe B BOSHHKHOBEHHH apUTMHIi [Pk

Cep/euHoil COPOYKH 1e(hOPMUPOBAHHBIM KOCTSIKOM I'PYIHOH KieTKH. OIHHM U3 apuT™More
hakTOpoB MOXKET GbITh AeHUIMT MarHKs, BbisiBseMbli y natuentos ¢ JICT. B npenue
IOILHX UCC/IENOBAHUSIX POCCHIHCKUX U 3apyOeKHbIX aBTOPOB TOJy4eHbl YOeAUTe bHbIe JaHHb!
0 MPUYMHHON B3aMMOCBSI3H JKEJTyIOUKOBBIX U NPE/ICePIHBIX APUTMUSIMHIA 1 BHYTPHKJICTOYHON
cojiepanust Maruusi. [1penosaraior, 4To FTHIIOMarHHEMHsi MOXKET CrIoCOGCTBOBATh PA3BHUTI
runokanuemuy. [1pu 5T0M yBesHuHBaeTcsi MeMOPaHHbIi NOTEHLHAI MOKOsI, HapyLLIalTCst P&
LieCChl JINONAPH3ALIMH M PEroJIAPU3ALIHH, CHIPKAETCs BO3OYIMMOCTb KeTKH, 3aMe/siere
TPOBOMMOCTD 3/IEKTPUYECKOr0 UMITYJ/IbCa, YTO CIOCOGCTBYeT pasBHTHIO apuTMui. C Apyne
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CTOPOHBI, BHYTPUKJIETOUHbIH Je(DULMT MarHHsi MOBBILLIAET AKTHBHOCTb CHHYCOBOTO y3/1d, CHH-
JKaeT a6COJMOTHYIO H YIUIHHSIET OTHOCHTEJbHYIO PepakTepHOCTb.
Hamu nabrodarcs nayuenm T-os /. H. 29 aem, ocumenrv Baadukaskasa, ¢ ao6onoum-
Holm anamuesom. Boien ¢ 4-aemneeo sospacma, Ko20a 8nepsvle NOABUAUCL NPUCTYNbL
cepoyebuenuti. Haxoduacs nod nabaodenuesm Kapouor02a, AeHUACs HepeeyaspHo. Jleaxcos.
Haxoduacs Ha obeaedosarnuu 8 HUH neduampuu AMH CCCP, 6es agpexma noayuai pusuo-
mepanuro. Ha IKI" coxpansiauce npusnaku akempacucmoauu. B 9-remruem sospacme npi-
crmynol cepedyeduenull Y4acmuaucs, 60 8pems 00H020 NPUCYNA NOMepPLA CO3HAHLE.
Brosb nocmynua na obeaedosanue w aeveriue 8 HHH neduampuu 12 wapma 1990 . ( u/6
Ne 845/90). TTpu nocmynaeruu cocmosiue cpedHed maicecmu, npasuabHo20 meaocioKce-
Hus, docmamounoeo numarus. Koxcrole nokpossl wucmele, 6aedrole, menu nod era3amu.
Jlumghoyanel meaxue, Gesboresnentivle. 3e6 cnoKoLbll. S3bik ymeperro obromcen beaeco-
samowm narémon. Hocosoe deixarue ceobodnoe. oixarue sesuxyrsproe. Obaacmo cepoya
" He usmerena. [paruybl OMHOCUMEAbHOL cepOeUHOl MYROCMU 8 BOSPACIHLLY NPEOeAAX.
Tonbl cepdya 38y4nsie, apummudnsie, onpedeisiomes akempacucmorst om 10 do 14 6 mu-
Hymy, a maxce HeGOALULOL URMEHCUBHOCITIL CUCTOAUYECKILL WYM HA BepxyuiKe cepoya,
cucmonudeckutl wenox. JKusom msexul, cummempudroii. [ledeno u ceresenka He yseauye-
Hot. [lusypuu Hem. Hesporoeuueckudi cmamyc — 6es ocobennocmed.
Anaus kposu: Hb — 105 2/a, 3p — 3,01x102,J1 — 6,0x 107, Cee. — 42, Jlumgh. —
57, Mon. — 2, CO3 — 14 mm/u. B moue ob6rapyicensl ypamei.
KT BepmuKarbHOe NOAONHCEHIE 3. 0. C. YMEPEeHHAS CUHYCOBA maxuKapous. Yeeau-
yenue OAUMEeNbHOCTU 3AeKmpudeckoll cucmonst cepoya. Memaboaudeckue usmeHeHus
8 muokapoe sceayoouxos. [lpusHaku eunoKaruemuu.
| 3x0KT: noaocmu cepdya 6 npedesax 803pacmuot Hopmol. Aopma ¢ karanananu 6es
- ocobennocmeti. Mumpaaoroli kaanan we usmerer. Cokpamumocno muokapda 8 Hopme.
B noaocmu 226020 2ceay00uKa — AHOMALbHASL XOPOQ.

Pebenok 6ol nepeseden 6 HHUH cepoeuno-cocyoucmoi xupypeuu un. A.H. bakyaesa
C YeabIO YMOUHEHUS MONUYECKOL OUARHOCMUKI USMEHeHUL CO CMOpONsL cepdya. botau
npogedensl caedyrouyue uccre0o8anuUs.

IKT: muepayus 600umens pumma, 4acmole NOAUMONHbLE U COUHUUHOLE NOAUMOPP-
Hble U 2pYnnosble IKCMPACcUCmonsl, HenoAnas 6aokada np. Hoxku nyuxa l'uca.

Xoameposckoe K -monumopuposanue: 4.C.C.— om 53 do 78, makcumarvno —
0o 181 /mun. [ybauposannolii napapumm — U3 npagoeo npeocepous u u3 A/V coedu-
| Henus ¢ pyHKYUOHALbHOLU GA0KadoL npasoil Howcku ny4Kka l'uca. Pecucmpupytomes na-
pokcusmoi cynpasenmpuryasprotl maxuxapouu ¢ 4.C.C. 120— 140 6 mun. Ha cunycosom
pumue — npuU3HaKL HenoArol 620Kkads npagoll Hoxcku nyuka l'uca ¢ yorunenue Q—T

Ha 0,04 c.

Anexmpogusuonroeuieckoe uccaedosanue: sepxrenpedcepdnas re-entry-maxi-
Kapous (uAu mpuezepras), cKpolmas Gopma cuHOPOMa cAaBOCMU CUHYCOBO2O Y3Aa,
CIMBOA0BAS IKCMPACUCTIOAUS, MUSPALUS PUMMA O BEPXHenpeiceporoLl K HudicHenpeo-
ceponoii, pempoepadroe nposedetue no A/V-yaay.

1 Ix0KI': ®B — 53 %. Onpedeastomcs npoAanc MUMpPALbHORO KAANAHA Ha 2 mm 6es
peeypeumayuu u garvuixopoa.

' 3amen peberok 6Ho6b bvia cocnumanuzuposar 8 HUH nedumapuu 0as darvredule-

20 nevenus. C anmuapummuueckoll yeavio emy 6ol Hasnader kopoapor (300 mefcym).

‘B pesyavmame 3mo2o 661a 00CmueHyma OMmHOCUMeAbHO NOLONCUMeAbHAS OUHAMUKA!

. KOAUYeCmBO IKCMPACUCMOoL — 00 4 8 MuH. PebeHoK 8oLniucaics 8 Yy0o8AeMBOPUMEN-
HOM COCIMOSIHUL C PEKOMEHOAYUAMU NPOOOAICAIML AeHEHIUe KOPOAPOHOM, UHOOMEMAYU-
HOM 1L OPOMAMOM KAAUS C NOBMOPHOL eocnumaiusayuetl 4epes 3 mec.

CunOpom BHe3anHOL cmepmu; U3MeHeHus cepieuHo-cocyauctol cuctembl npu J1CT,
eJISTIOLIME TIATOTeHe3 BHe3alHOoH CMepTH, — KJaMaHHbIH, COCYIMCTbIH, apuTMHYe-

cunzipombl. [1o HaGMIONEHHsIM, BO BCEX CJIydasiX MPHUHHA CMEPTH HEMOCPEICTBEHHO
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