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JTOT HOMEP Mbl BMEPBbIE FOTOBMAM 6€3 Hallero Jto6MMOro Hay4yHoro pegaktopa —
depnopa Uropesuya lNMeTpoBcKoro. M ato 661110 HeNerko. Ham He xBaTano ero wupovaniuemn
3PYANLMM U LUEHHbIX KOMMEHTApPMEB, OTJIMYHOINO 3HAHUSA KIMHWYECKOW (apMaKooruu
W BUPTYO3HOro BNajeHWs COBPEMEHHOW GUOMHDOPMATUKOW. HeBocnonHumas norteps,
HO Mbl 6yEM XpaHUTb NaMATb O HaweMm Kosanere u copatHuke! Mbl o693aTenbHO NocTa-
paemcs NoAHATb XypHasa Ha HOBYIO BbICOTY M NOCBATUM 3TO npodeccopy NeTpoBCKOMY —
HEBEPOSITHO CKPOMHOMY, HO BblCOKOMPOGMECCUOHANbHOMY M AOBPOMY YerloBEKY — CO
cnoBaMun 6narogapHoOCTU 3a roAbl COBMECTHOM paboTbl. Joporve Koanerun, Mbl NpocTo
06a3aHbl MOMHWTb YXOAALLMX COPATHUKOB — He AN HKX, a ANs Hac caMux! [IoTOMy 4TO UMEHHO 3Ta NaMsATb O Kax-
[OM, nepelaBaemMasi U3 MNOKOJIEHUSA B MOKOJSIEHUE, MO CYTH, U 06eCreYnBaeT 30/10TOe Haceane Hapoaa, Ko Bey-
HOM XM3HKU M NpouBeTaHue rocygapcteal N 6yaem BepHbl aTon NamaTtu! Hy a HOBbIM HOMEP KypHana nonyyuncs
06bEMHbBIM U UHTEPECHBIM. [TPUATHOro BaM 3HAKOMCTBA C HOBbIM BbIMYCKOM «[legnaTpuyeckon dbapmaKkonormm.

C yBaXKeHuem,

rnaBHbIN peAaKTop }KypHana, akagemuK PAH, npodeccop, 3acnyKeHHbi AeaTteNb Hayku PO,
3aBepgyouas Kadbeapon pakynbTteTcKon neguarpum UHCTUTYTa MaTepuHCTBA U JeTCTBa

®raoy BO PHUMY um. H.U. Nuporosa Muusapasa Poccuu (MuporoBcKuini YHUBepcUTeT),
pykoBoautenb HUU negnatpum u oxpaHbl 340POBbA AeTEN

HKL, N22 ®IrbHY «PHLUX um. akag. b.B. NMeTpoBcKoro»,

coBeTHUK BO3, uneH 61o0po Ucnonkoma MexxayHapoaHOW neauaTpuYecKon accoumaLmm,
nacTt-npe3ugeHT EBponeickon neguatpuyueckom accouuauuu (EPA/UNEPSA),

noyeTHbi npodeccop YHuBepcuteta ®opgxa (Utanusg),

Nno4yeTHbIN YieH neguatpuyeckoro ¢akynbreta KoponeBcKkoro Konnegxa repanestoB Upnanauu
Nlenna CenmypoBHa HamasoBa-bapaHoBa

Dear colleagues and friends!

This is the first time we have prepared the issue without our beloved scientific editor, Fyodor Igorevich
Petrovsky. It was not easy. We missed his broad erudition and valuable comments, his excellent knowledge
of clinical pharmacology and his brilliant mastery in modern bioinformatics! It is grievous loss, but we will
cherish the memory of our colleague and companion. We will definitely try to bring our journal to ever-greater
heights and dedicate it to professor Petrovsky, incredibly humble but highly professional and kind man, with
words of gratitude for all the years of collaboration. Dear colleagues, we simply have to remember our passing
companions, not for them but for ourselves! This is the memory of everyone transferred from generation to
generation, that essentially ensures the golden heritage of the people, the code of eternity, and the prosperity
of the country! We will hold this memory! Well, the new issue of the journal turned out to be extensive and
interesting! Enjoy your encounter with the new issue of “Pediatric Pharmacology”.

Yours faithfully,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,
Head of the Department of Faculty Pediatrics at the Institute of Maternity

and Childhood of Pirogov Russian National Research Medical University,

Head of Pediatrics and Child Health Research

Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA)

Standing Committee Board,

the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland
Leyla Namazova-Baranova
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KnuHuyeckum cnyvyam

https://doi.org/10.15690/pf.v22i4.2928 R) Check for updates

E.B. Cu6upckas, U.B. KapaueHyoBa, M.C. lonkHuUKoBa, 1.0. Hukugpoposa

PoccuicKkmin HauMoHanbHbIM UccnefoBaTebCKU MeanLUMHCKM yHuBepcuTeT um. H.N. NMuporosa
(Muporoscknn YHuBepcuteT), MockBa, Poccuiickas Penepauus

Onyxonb CTPOMbI MOJIOBOIo TAMXa
C KO/IbLLEeBUAHBIMU TPYOOUYKaMH
Y A€BOYKU-NOAPOCTKA: KIUHUYECKUU cllyYyau

ABTOp, OTBETCTBEHHbII 3a NEPENMUCKY:

KapayeHuoBa MpuHa BacunbeBHa, KaHAMAAT MEAULIMHCKUX HayK, Bpay aKyllep-rMHEKOOr, J0LEHT Kadeapbl aKylepcTBa U TMHEKONOMMK

um. .M. CaBenbeBoi NHCTUTYTa MaTepuUHCTBA M jeTCTBa POCCMIMCKOr0 HaLLMOHaNbHOMO UCCIEL0BaTENbCKOrO MeAULIMHCKOrO YHUBEPCHUTETa

uM. H.W. Muporosa (M1poroscKui YHMBEPCUTET), MaBHbIV BHELWTATHbIA CneuuanncT TMHEKON0r AETCKOro U IOHOLWECKOro Bo3pacTa [enaptameHTa
3[paBoOXpaHeHus roposa MocKBbI

Appec: 117997, MockBa, yn. OCTpoBUTAHOBA, 4. 1, ¢Tp. 7, Ten.: +7 (925) 505-31-04, e-mail: 5053104 @list.ru

0O6ocHoBaHHe. Onyxo/ib CTPOMbI 10/I0BOr0 Tsa C KOJbLEeBUAHbIMU TPYO6O4YKaMn SBASETCS PEAKOM MaToaornei simMdHu-
KOB. YacToTa BCTpeYyaeMoCTH JaHHOM NaTtoa0orum coctaBasieT Bcero 6% oT Bcex nepBUYHbIX HOBOOOGPa30BaHMN SUYHMKOB.
KnnHnyeckne nposBieHns 3ab6osieBaHms pa3Hoo6pa3Hbl M 3a4acTyo MHAMBUAYa bHbl. OCHOBHbIM METOAOM JIe4eHUS SIBJISI-
eTcs Xupypruyeckoe BMmellaTeibcTBO. OnucaHne KAMHn4YecKoro cayyas. lNauneHtka M., 12 net, noctynunaa B cTaymMoHap
C )kanobamm Ha peLnanBUPYIOLLME KPOBOTEYEHUS M3 M0JI0BbIX NMyTeH. U3 aHamMHe3a 3a60/1eBaHMsI U3BECTHO, YTO y NaLIMEHTKU
Oblna 3arnofo3peHa AepMounaHas KUcTa MnpaBoro sMYHUKa no [aHHbIM YibTpa3ByKOBOro muccaepoBaHus (Y3U). MNoBTopHas
rocnutann3auns 6biaa B OTAE/I€HME remMaToorMm U XuMmoTeparnmm B CBSI3U C MOCTreMopparmyecKoi xene3oneduLmnTHom
aHemuen. Mpu noBTOPHOM Y3U 6b110 0O6HapPY)KEHO CoMAHOE 06pa3oBaHUe B CTPYKTYpe MpaBoro siIMYHUKa pasMepamu
67 X 42 X 54 MM ¢ aKTMBHbIM KPOBOTOKOM. [1py NoCTynieHun B cTaymoHap Obial NoCTaB/IeH npeaBapUTesibHbIA ANarHo3:
«D39.1 HoBoo6pa3oBaHue HeornpeaeeHHoro i HEM3BECTHOIo XxapakTtepa: imiHuKa». [py 6nmaHyasibHOM uccae[0BaHum
crnpaBa OT MaTKu ornpeaess/iocb obpa3oBaHUe pasmepaMmu 40 7 CM, TYroanacTU4ECKON KOHCUCTEHUNN, 6€360/1e3HEHHoEe
rpv nanbnawmu, B CBS3M C YEM NPeABaPUTENIbHbINA AMarHo3 6bl1 MOATBEPKAEH. [Toce npoBeAeHHOro XMpPypruyecKoro yaane-
HMS OryX0J1M MPaBOIro IMYHNKa HOBOOGPa30BaHMeE OTPaB/IEHO Ha MCTOJI0rMYECKOE MCCe0BaHNe, rae Nato/loroaHaToMom
6bI/10 cAE/IaHO 3aK/I0YEHME O TOM, 4TO MOP@OIOrMyecKasl KapTHa COOTBETCTBYET OMYX0JIM CTPOMbI [TOJIOBOIO TSXKa C KOJlbLie-
BUAHbLIMM TPY604YKamMu. Ha oCHoBaHUM NaTo/10roaHaTOMMYECKOro MCCe40BaHUS OHKOJI0roM 6bl/1 MOCTaB/IEH OKOHYaTE1bHbIH
anarHos: «C56 310Kka4yecTBeHHOE HOBOObOpa3oBaHue audyHuKar. [pn BbinUCcKe nauneHTKe 6bl10 Ha3Ha4YeHo 4006C/1eJoBaHNe
M aHbl pEKOMEHAAaLUMN A5 YTOYHEHUS cTaaun 3a60/1eBaHNs U ONpeaeeHns MnoKasaHui K npoTMBOOMYX0AEBOM Teparnuu.
3akn4deHne. [1719 1eBOYEK-10APOCTKOB HEOOBXOAMMO perynsipHoe Hab/logeHne y rMmHeKoora B CBs3u ¢ TeM, 4TO MHOrue
3a60/1eBaH1sI MOTYT UMETb CTEPTYIO KIMHUYECKYIO KapTHUHY MU €€ OTCYTCTBUE.

KnioyeBble cnoBa: KIMHUYECKUI Clly4ai, Onyxosb CTPOMbI MOJI0BOr0O TSa C KOJbLEBUAHbIMKW TPY6OYKaMu, CUHAPOM
MenTtya — Erepca, onyxosib SIM4HUKOB

Ana yuntupoBanuns: Cuéupckas E.B., KapadeHuosa W.B., JomkHukoBa M.C., Hukudoposa I1.0. Onyxonb CTPOMbI NON0OBO-
ro TSXa C KONbLEBUAHBIMKU TPYGOUYKaMK Yy AEBOYKM-NOAPOCTKA: KIMHUYECKUI ciydal. leguatpmuyeckas papmMaKoiorus.
2025;22(4):386-390. doi: https://doi.org/10.15690/pf.v22i4.2928

Elena V. Sibirskaya, Irina V. Karachentsova, Mariya S. Dolzhnikova, Polina O. Nikiforova

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Sex Cord Tumor with Annular Tubules in a Teenage Girl: Case Study

Background. Sex cord tumor with annular tubules is a rare ovarian pathology. Its incidence is only 6% of all primary ovarian neoplasms.
The clinical signs of this disease are diverse and often individual. The major treatment option is surgery. Case description. Patient M.,
12 years old, was admitted to the hospital with complaints on recurrent genital bleeding. Historical information: patient had
suspected dermoid cyst of the right ovary according to ultrasound. The patient was readmitted to the hematology and chemotherapy
department due to posthemorrhagic iron deficiency anemia. Next ultrasound has revealed solid mass in the structure of right ovary,
67 x 42 x 54 mm, with active blood flow. Preliminary diagnosis of “D39.1 Neoplasm of uncertain or unknown behavior: Ovary” was
made upon admission to the hospital. The mass up to 7 cm in size, low-elastic consistency, painless at palpation has been revealed to
the right of the uterus via bimanual examination. Thus, the preliminary diagnosis was confirmed. The tumor of the right ovary was sent
for histological examination after its surgical removal. The pathologist concluded that the morphological picture corresponds to sex
cord tumor with annular tubules. Oncologist has made the final diagnosis according to pathoanatomical examination: “C56 Malignant
neoplasm of ovary”. The patient was suggested to perform additional examination and recommendations were given at discharge to
clarify the disease stage and determine the indications for antineoplastic therapy. Conclusion. Regular admissions to gynecologist
are crucial for teenage girls since many diseases can have subtle or no clinical signs.

Keywords: case study, sex cord tumor with annular tubules, Peutz-Jeghers syndrome, ovarian tumor

For citation: Sibirskaya Elena V., Karachentsova Irina V., Dolzhnikova Mariya S., Nikiforova Polina O. Sex Cord Tumor with Annular
Tubules in a Teenage Girl: Case Study. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2025;22(4):386-390. (In Russ).
doi: https://doi.org/10.15690/pf.v22i4.2928



OBOCHOBAHME

Pak siM4HWKOB 3aHMMaeT BOCbMOE MEeCTO MO pacnpo-
CTPaAHEHHOCTU OHKOMOrMYEeCKMX 3ab60/IeBaHUIN CPeaun KeH-
LLMH BO BCeM mupe [1].

BcemnpHaa opraHu3auusa 34paBOOXpaHeHus AenuT
paK AMYHWMKOB Ha TPW rPynnbl: aNUTeNnanbHbli, 3apoibl-
WeBbIM M CTpOMasbHbIM paK nonoBoro Tsxa. Onyxonu
CTPOMbI MOSIOBOrO THXa — 3TO OTHOCUTENBHO PEeAKUN BUA
HOBOOGpPa30BaHUN AMYHMKOB, cOocTaBaslOWMIA Bcero 8%
BCEX MepPBUYHbIX HOBOOOGPA30BaHWN SAUYHWUKOB, cCpeau
KOTOpPbIX OMYyX0/b NONOBOr0 TAXa C KOAbLEBUAHBIMU TPY-
604KaMu 3aHMMaeT Bcero 6% [1]. bonee yem y 30% naum-
EHTOK BCTpeyaeTcs cuHapom lMenTua — Erepca, KOTopbIn
aBnaeTcqd 3aboneBaHUMEM C ayTOCOMHO-LOMWHAHTHbLIM
TUNOM HaclnefoBaHUA W XapaKTepuadyeTca pasBUTUEM
MHOTOYUCIEHHbBIX FaMapTOMHbIX MOAUMOB B KeNyaKe, TOH-
KOW M TONCTOM KULWKaX, @ TaKXKe rmMnepnurmeHTUpoOBaHHbI-
MW y4aCcTKaMW Ha KOXe M CIM3UCTbIX 06004Kax Kpyrnomu
WK oBanbHOW GOpMbl, AMameTpoM OT 1 A0 5 MM, TEMHO-
Kopu4yHesoro ugeTa. CpeHni Bo3pacT AMArHOCTUKM CMo-
pagnMyecKom Onyxoau MOAOBOro TAXa C KOMbLEBUAHbIMU
Tpy6oykamu coctaBnseT 36 neT, a Onyxonu, CBA3aHHOW
¢ cuHgpomom lMenTtua — Erepca, — 27 net, 4TO BNepBble
6bl0 BbIABNEHO B uccnegoBaHun R.E. Scully B 27 cny-
yasx U3 72 o6cnefoBaHHbIX XeEHWMH. Y 25 naymeHToK
Habnganocb nNpexKaeBpeMeHHOe CeKcyaslbHOe pa3BMu-
TMe. B 4 cny4asax, cBA3aHHbIX ¢ cuHApoMoMm [lentua —
Erepca, 6bin1 BbiiBAEHbl NMPU3HAKW paKa LWEWNKU MaTKu

[2, 3].
lMcTonatonorua onyxonen oTnMyaeTcs Haluyuem
KOMbLEBUAHbIX TPYGOYEK Pas3HOM CTPYKTYpbl — Mpo-

CTOM MKW cnoxHon [4]. TlpocTasd CTPyKTypa xapaKTepHa
ANS cnopajuyecKux cnyvyaesB Onyxonen NonaoBOro TaKa,
KaHanbubl MMeloT dopMy KojlbLa € fapamu, pacnono-
EHHbIMW N0 nepudepun BOKPYr rManMHU3UPOBAHHOMO
ueHTpanbHoro Tenbua. Onyxonb Yalie OAHOCTOPOHHAS
M ropas3go 601blWKMX pa3MepoB, YEM MPU acCoLUMMPOBaH-
HOW ¢ cuHapomoMm lMenTua — Erepca, npu 6MmMaHyanbHOM
nccnefoBaHuK ee ygaetcs nanbnuposBaTb. KneTku onyxo-
N cogepaT 303MHOGUAbHYI0 uuTonnasmy, y 40% otme-
YyaeTcs runepacTporeHemMus. B aHaoMeTpun oTmevyatoTcs
feuunayanbHble UBMEHEHMS, CBA3aHHbIE C TOPMOHaNbHbIM
BAMAHMEM oONyxonu. MpoOrHo3 npu 3TOM BMAE ONyXonu
HebnaronpuaTHbIn. OnyxoneBble KAeTKW MOryT MeTacTa-
3upoBaTb No NMmdaTU4ecKMM cocygam, BO3SMOXKHO BO3-
HWKHOBEHWE NO3AHUX PeLmanBOB. TaKxe BO3MOXKHO MNpo-
AyuMpoBaHUe MIONNEPOBON MHIMOMpYoWwen cyb6CcTaHumu
M nporectepoHa [5].

CnoHasi CTpyKTypa XapaKkTepHa Ans Onyxofien, acco-
LIMMPOBaHHbIX ¢ cMHApoMoMm [MenTua — Erepca, xapakrepu-
3yeTCcs HaluyneM Konew, BK/YaloWMX MHOXKECTBEHHble
rManuHU3MpoBaHHble f4pa C KanbuuduKatamu. Pasmepsbl
ONyX0JIM He NpeBbILaloT 3 ¢M, B CBA3M C YEM NanbnupoBaTtb
ee He yaaetcs. Knetkun nmelot ctonbyatyto GopMy ¢ OKpyr-
NIbIMU TUNEPXPOMHbBIMK SApamMK. AgepHas atunua u durypbl
MUTO3a BCTpeyvaloTcs peako. MNporHo3 npu gaHHOM Buae
onyxonun 6osiee 61aronpPUSaTHbIN.

KnnMHnyeckas KapTuHa oOnNyxonau CTPOMbl MOJIOBOrO
Taxa HecneunduyHa. B nccnegoBaHme cTpoMasbHbIX OMy-
X0Men NONOBOro TaXa AMYHUKOB M.J. Jiang 1 coaBT. 6binu
BKJ/IlOYEHbI B 06LLEN CNOXHOCTM 63 MauMeHTKW, cpeaHui
BO3pacT KOTopbiXx cocTaBun 52 roga. Y 18 nauMeHToK
HabnogannCb HeperynspHble MaTo4Hble KPOBOTEYEHUS,
y 7 NauueHToK — rupcyTuam, y 3 Oblin CUbHble 60K
B XXMBOTE, Y 2 NaLMeHTOK 0TMeYanocb MOBbILLEHWE CbIBO-
POTOYHOTro OHKOMapKepa CA-125, y 25 — noBbllWEHHbIN
YypOBEHb TECTOCTEPOHA [6].

KJMHUYECKWUHA NPUMEP

O nauueHTe

MaumeHTka M., 12 net, noctynuia NOBTOPHO B XMPYp-
rMyeckoe ruHeKkonormyeckoe otgeneHne O60c06NEHHOrO
CTPYKTYpHOro nogpasgenenus «Poccuiickaa peTckas
KNMHUYecKaa 6onbHuua» ®rb0y BO Poccuickuit Hauumo-
HaNbHbIN McCNefoBaTENbCKUN MEAMUUHCKUNA YHUBEPCHU-
TeT uM. H.U. NMuporosa MuH3gpasa Poccuun (MrporosBcKui
YHUBEPCUTET) B MN1AHOBOM NOPSIAKE B CBA3K C pPeLMANBUPY-
OLLMMU KPOBOTEYEHUSMM U3 MOMOBLIX NyTEN.

M3 aHaMHe3a U3BECTHO: peBEeHOK OT TpeTben 6epemeH-
HOCTHM, MpOTEKaBlWeEN C Yrpo30M HeBblHaLWMBaHWA, npe-
aKNnamncuen. JeBoyka pogunacb OT NepBblX CPOYHbIX One-
paTUBHbIX poaoB. Macca Tena npu poxaeHun — 4080 T,
anvHa — 53 cwm, coctosHue no wKane APGAR — 7/8 6an-
noB. Beinucanacb U3 poaaoma Ha 7-e CyT KU3HW.

ANneproNiorMyecKknin aHamHes OTArOWEH CE3OHHbLIM
annepruyeckMM PUHOKOHBLIOHKTMBUTOM. B aHamHe3e —
3NM304bl OCTPbIX PECnUPaTOPHbIX BUPYCHbIX MHOEKLMN
C HW3KOM YacToToM BCTpevyaemocTu. OTCYTCTBYIOT yKasa-
HUSA Ha XPOHUYECKMe coMaTuyeckue naTonoruu, TpasBMbl
B aHaMHe3e, XMpypruyeckue BMmelaTenbCTBa U remo-
TpaHchy3uu.

MHeKoNorM4yecknin aHamHes: MeHapxe B 12 nert, ganee
MeHCTpyauumn no 4 aHa yepes 28-30 aHewW, HeperynspHble,
60ne3HeHHble. MoNoYHble enesbl pa3BuTble, Nanbnupyet-
cs enesnctas TKaHb 6€3 04aroBbIX YNIOTHEHUN.

Yepes nonroga MeHCTpyauuu AnuUTeNbHble, 0OWUNbHbIE.
O6cnepgoBanacb N0 MECTY XKUTENbCTBA, BbiBNEHa KucTa
npaBoro n4YHWKa, nocne Yyero Habaloganack y ruHeKkonora.
Mpn noBTOpHOM 06CNEeAoBaHMM NO AaHHbIM Y3U B CTPYKTY-
pe NpaBoro siM4yHMKa BM3yannu3nMpoBanocb connaHoe obpa-
30BaHue pa3mepamn 64 x 40 x 53. bbina 3anogo3peHa
LepMOUAHas KUCTa, YTO ABUIOCh NOKa3aHWeM K Hanpasne-
HWIO B CNELMannM3npoBaHHOe yupexaeHue.

C nauddepeHUManbHO-AMArHOCTUYECKON  Liefbio
4N9 YTOYHEHUS AMarHo3a 1 onpeaeneHns agekBaTHOM Tak-
TUKW BeAeHUs nauuneHTKa HanpasieHa B O60co61eHHoe
CTPYKTYpHOE noapasgeneHune «PoccuicKkasa geTckas Kau-
Hu4yecKkasa 6onbHULa» PTBEOY BO PoccUCKUI HALMOHaNb-
HbIl UCCNefoBaTeNbCKUN MEAWLUHCKUA YHUBEpPCUTET
um. H.W. Muporosa MuHsgpaBa Poccuun (MMUporoBcKum
YHuBepcuTeT). Haxogunacb B XWPYPrM4ECKOM TMUHEKO-
NIOTMY4ECKOM OTAENEHUM C MaTOYHbIM KPOBOTEYEHMUEM.
MpoBoanaca ropmMoOHanbHbIM remMocTa3: KoMOMHauua
gesorecTpena u aTMHUAACTpagmona no cxeme 21 aeHb
aKTMBHOro npuemMa npenapaTa c noclegyowum 7-gHeB-
HbIM MHTEpPBanoOM 6e3 ropMoHanbHOM Harpy3ku. B aHanu-
3€ KPOBM 6bIN0 BbIIBNEHO CHUXEHWE YPOBHSA reMornobuHa
no 93 r/n.

Cnepytowas rocnutanusauns 6biia B OTAENEHUe rema-
TONOrnKU U xnumunoTtepanum N2 3 yepesd MecsL, B CBA3M C NOCT-
remopparmyeckomn xenesogeduUnTHOM aHEMUEN, NpoBede-
HO fle4eHne ¢ NoNoXKUTENbHbIM addeKToM. Mpn Y3U manoro
Tasa B CTPYKType MpaBoOro fuv4HWKa BM3yalM3MpoBanocChb
conngHoe obpasoBaHue pa3mMepamu 67 X 42 X 54 mm
C aKTMBHbIM KPOBOTOKOM. [locnegHsis MeHCTpyasibHOMO-
no6Has peakuua 23-30.12.2023. lNauneHTKa MNOBTOPHO
rocnuTanM3anpoBaHa B XMPYPruyecKoe rMHEKOoNormyeckoe
OTAENEHNE C LeNblo KOHTPOAbHOro o6cnefoBaHns 1 onpe-
AeneHus panbHenwen TaKTUKK BeAEHUS.

PdusmkanbHaa AUarHocTuKa

CocTofiHME nauMeHTKM Npu NOCTYMNAEHUU CpepHewn
TAXECTU (06YCNOBNEHO aHEMUEN CpefHEN TAKECTH, Kano-
6amMu Ha peunavBUpylOLLME KPOBOTEYEHUS M3 MONOBbIX
nyTen), CamMO4yBCTBME YAOBNETBOPUTENbHOE, CO3Ha-
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HWEe fiICHOe, MOJIoXKEeHWEe aKTUBHOe, PebGeHOK KOHTaKTEH.
TenocnoxeHne HopmocTeHMYecKoe. PU3MYeCcKoe pas3BU-
Tne cpeaHee, rapmoHuyHoe: poct — 153 cMm, macca
Tena — 50,3 Kr, uHgeKkc macchl Tena — 21,49. KoxHble
NOKPOBbI 6€3 M3MEHEeHUN, GU3UONOTMYECKON OKPaCKH
W BNaXHOCTU. CNnanctble 060104KN BNlaXHble, PO30BbIE.
MOAKOXHO-XMpPOBaa KaeTyaTKka pa3BUTa [AOCTATOYHO,
pacnpefeneHa paBHomepHo. OTeKoB HeT. ManbnupytoTcs
Meflkne noaBmKHble 6e360ne3HeHHble nepudepuyeckne
nMMmdaTtnyeckme y3nbl, KOXa Haa HUMW He WM3MeHeHa.
MbllleyHas cucTemMa pa3BuTa YAOBETBOPUTENbHO, TOHYC
MblLIL, HOPManbHbIA. Popma rpyaHOM KNEeTKM NpaBuibHas.
YacToTa AblxaTenbHbiX ABUKeHUM — 20/MWH. Hapa nerku-
MW SICHbIW NEroYyHbl 3BYK, AblXaHWE BE3UKYISAPHOE, XpU-
noB HeT. CepaeyHble TOHbI SICHble, PUTMUYHbIE. YacToTa
cepAeyHblX COKpalleHun — 87 ya./MuH. ApTepuanbHoe
nasneHne — 100/60 mm pT. cT. }KMBOT MSArkui, 6e36ones-
HEHHbIM, 4OCTYNeH rNy6oKon Nnanbnaunn BO BCEX OTAENAX.
[MeyeHb y Kpaa pebepHOn Ayru, ceneseHka He nanbnupy-
etcq. CTyn — CKJIOHHOCTb K 3anopaM. Mo4yeucnyckaHue
cBob6oaHoe, 6e360/1€3HEHHOE, AMYPES aleKBaTeH BOAHOM
HarpysKke. HepBHO-Ncuxmyeckoe pa3BUTMeE COOTBETCTBYET
BO3pacTy.

MpeaBapuTenbHbI AUArHo3
D39.1 HoBoo6pa3oBaHWe HeONPeaeneHHOro nan Hems-
BECTHOr0 xapakKkTtepa: As14HMUKa.

AuarHocTuyeckue npoueaypbl

HapyHble MosoBble opraHbl Pa3BUTbl NPaBUILHO, KiW-
TOP He yBesM4YeH, r’MMeH 6axpomyaThli, 3CTPOreHU3npoBaH.
Bbiaenenus cnmauctble. Mpu BY1bBOBArMHOCKOMUK: CIIN3K-
cTas 060/104Ka Blaranuila po3oBas, LeHKa KOHUYecKas,
3eB ToYeYHblit. [pu GMMaHyanbLHOM UCCNeA0BaHWM: MaTKa
B CPEAMHHOM MOJIOEHUW, He yBefiMdeHa, NnoTHas, noj-
BMIHasA, 6e360/ne3HeHHas. CnpaBa OoT MaTKK onpegenser-
cA o6pasoBaHuWe pasmepamu 10 7 CM, TYroanacTU4ecKon
KOHCUCTEeHLMKU, 6e36one3HeHHoe npu nanbnauuu. Cnesa
NpUAATKK He yBennyeHbl, 6€360/1e3HEHHbI.

KnuHunyeckuin guarHos

Ha oOCHOBaHWMW KJMHUKO-aHAMHECTUYECKUX AaH-
HblX BbICTaBNI€H K/JWHWYECKUW AumarHos: «D39.1
HoBoo6pa3oBaHWe HeonpeaeneHHoro WM Heuw3BEecTHOro
XapaKTepa: sU4H1Kar.

MeauuMHCKHUE BMeLlnaTenbCcTBa

B acenTMyeckux ycnoBMSIX MOCNe COOTBETCTBYIOLWEN
06paboTKM OMepauMoHHOro Mnofs Mo BepxXHeMy MoJocy
nynka BBeAEH TpOoaKap, HafloeH KapboKCMNepUTOHeyMm
12 MM BOZ. CT. M BBeAEH lanapocKon. B TUMNMYHbIX TOYKax
B NpaBoM 1 N1eBOM NOAB3A0LWHOM 06/1acTsx BBeAeHbl 5-MM
TpoaKapbl ANs UHCTpyMeHTapus. MNauneHTKa nepeseaeHa
B NonoxeHue TpaHaeneHoypra. B 6ptoWHOM NOOCTHU BbIMNO-
Ta He obGHapyeHo. leyvyeHb He yBenu4veHa, KopuyHeBas,
NOBEPXHOCTb NajKas, Kpan OcTpblin. XKenyHbli ny3bipb
cepo-rony6oro ugeTa, B cnaBwemcs cocTosHuu. Kpyrnas
CBfiI3Ka NeyvyeHu yTosuleHa, He oTeyHa. XKenygok cnasluunin-
Csl, MOBEPXHOCTb HEe M3MeHeHa. lNapueTanbHas 6plownHa
BO BCex oOTAaenax He u3meHeHa. [1eTnn TOHKOM KMLLKMK
M TONCTON KULKKW HE pacluMpeHbl, MOBEPXHOCTb po30Bas,
6pbiXKenKa, HepBeobpasHbI OTPOCTOK HE UBMEHEHDI. Teso
MaTKW HOPManbHOW BENMYUHbI, CEPO3HbIA MOKPOB PO30-
Bbi. lNpaBass maToyHas Tpyba BU3yalbHO HEe MU3MEHe-
Ha, dPUMOpUanbHbIn OTAeNn CBOOGOAHLIN. [paBbli AUYHUK
yBeNMYeH B pa3Mepax 3a CYeT OKpyrnoro ob6pa3oBaHusd
anamMeTpom oKono 8,5 cM (CM. pUCYHOK). JleBas maTo4Has

PucyHoK. JlanapocKonuyecKkas KapTuHa
McTouHmK: Cubupckas E.B. n coaBT., 2023.

Figure. Laparoscopic view
Source: Sibirskaya E.V. et al., 2023.

Tpy6a BM3yaNibHO HE WM3MeHeHa, dumOpuanbHbIn oTaen
CBOGOAHbLIN. JIEBLIN AUYHMK [ONbYATOrO0 CTPOEHUHA, pas-
mepamn 2,0 X 1 x 1,5 cm, He n3MeHeH. TynbiM U OCTPbIM
nyTem MNpoBefeHO BbllyliMBaHWe o6pa30BaHUA MpaBoro
AMYHUKa B Mpefenax 340pPOBbIX TKaHeW. [emocTtas npo-
BOAMJICA TOYEYHO, MPU NMOMOLLK GUNONSAPHOM Koarynauuu.
MakponpenapaT M3Bfe4YeH Yepe3 NyMno4Hyl aneptypy
B 9HAoGare 1 oTnpaBfieH Ha r’MCTON0MMYecKoe uccnenoBa-
HUE C UMMYHOTUCTOXMMUEN.

lMpoBeneHo nocneonepaunoHHoe Y3M opraHoB Mano-
ro Taza. MaTKa pacnofioxeHa CpefuHHO, B MOJIOXKEHUU
anteversio, anteflexio. Paamepbl Tena — 48 x 35 x 51 mm,
wernka — 37 X 23 MM. Yron Mexay TefloM U LWeNKOoW Bbipa-
YKEH XOPOLO, CTPYKTYypa MUOMETPUS OAHOPOAHAad, NONOCTb
MaTKWU U LepBUKa/bHbIM KaHan He pacluupeHbl. TonwmHa
aHgomeTpus — 5 MM, CTPYyKTypa ofHopoaHad. lNpasbiv
AMYHUK pa3mepamun 28 x 18 x 23 MM, 6e3 BblpaxKEHHOro
donnukynapHoro annaparta. JleBbih AUYHUK pasmepamu
27 x 19 x 24 MM, 6€3 BblparKeHHOro GOoNIMKYNapHOro anna-
pata. CBO60AHAsA XMAKOCTb B ManoM Ta3y He BbiB/EHa.
[JononHuTenbHble 06pa3oBaHns B MaioM Tasy He BbiBAEHbI.

MocneonepaUnOHHbIM MepUos Yy NauWMeHTKU npoTeKan
6€3 OC/TIOXKHEHUN.

MaTtonoroaHatomuyecKoe ucciefoBaHue

MaKpocKonnyeckoe uccnenoBaHue: GparMeHTUPOBaH-
Hoe HoBOOOGpa3oBaHWe 06LMM pa3mepoM 8 X 7 X 3 cwm,
YKEeNTOBaTO-Ceporo LBeTa.

MUKpOCKONMUYecKoe wuccnepoBaHWe: B MaTepuane
TKaHb OMyX0/u, NMOCTPOEHHOMN U3 Pa3HOro pa3mMepa OKpyr-
NIbIX THE3A, Ha NOMNEepPeYHOM CEYEHUWU KOTOPbIX onpeaens-
I0OTCS MHOTOYMUCIIEHHbBIE OKPYr/ble Tpy6yaTble CTPYKTYpbI,
B MPOCBETE KOTOPbIX OGHAPYKMBANCH 303UHOPUIbHbIV
maTepuan. Ha nepudepun rHe3gHbIX CTPYKTYpP BbICO-
KWe KNeTKUM ¢ 6a3anbHO OPUEHTUPOBAHHLIMU OKPYIIbl-
MU aapamu. LUutonnasama knetok cna6o303vHOGUNb-
Has. floepHasa atunusa He BbiaBneHa. CTpoma mecTamu
rManuHu3npoBaHa. MUTOTMYECKass aKTMBHOCTb HU3Kaf,
0-1 muto3 Ha 10 nonen 3peHuns, x400. He BbISBAEHO
NIMMPOBACKYNSPHOM MHBA3UKN U HEKPO30B. MNpu UMMYHO-
rTMCTOXMMWYECKOM UCCNefOBaHWM OoTpuLaTebHble peak-
umMn ¢ mapkepamu SALL4, CD10, OCT3/4, EMA, CD117,
oyaroBas cnabasa akcnpeccua CD56, auddysHas 3Kce-
npeccus inhibin A, calretinin.

MaTtonoroaHatomMu4eckoe 3aKnalyeHune: mopdonoruye-
CKasi KapTWHa OMyXoaW CTPOMbI MOMIOBOrO TSXa C Kofblie-
BUAHbIMU TPy6OUYKaAMMU.



3aK/o4eHne OHKoJlora: Oonyxoib CTPOMbl MOSIOBOrO
TAXa C KOMbLEBUAHbIMKU TPy6OYKaMu HeonpeaeneHHoM
CTEMNEeHU 3/10KaYyeCTBEHHOCTU. [ONA yTOYHEHUs cTaauu
3a60/1eBaHUsA U onpeaeneHns noka3aHui K NpoTUBOOMYXO-
NleBoW Tepanuun 6bI10 Ha3Ha4YeHo A006Ce0BaHMeE U 1aHbl
peKomeHaaLmu.

3akKno4ynTenbHbln aMarHos: «C56 3nokavyecTBeHHOe
HOBOOGPa30BaHME AUYHUKAD.

PekomeHpauuu

MNauveHTKa Oblna BbiNMCaHa CO CAeaylowuMu peKo-
MeHAaunsaMu: HabnogeHne AeTCKOro oHKosora, neguarpa,
rTMHEKONOora u racTpo3HTEPOsIOra; KOHTPOb YPOBHSA anbda-
deTonpoTtenHa, 6eta-cy6beanHULbI XOPUOHUYECKOIO roHa-
[OTponuHa YyenoBeka — 1 pa3 B MecsL, B Te4eHne NepBoro
roAa; KOHTPO/b YPOBHS NakTataerngporeHasbl BEHO3HOM
KpoBu — 1 pa3 B 3 mec; Y3U opraHoB GPIOLWHON NOMOCTH
M Manoro tasa — 1 pa3 B 3 MeC, KOMMbloTEpPHas ToMorpa-
1A opraHoB rpyaHOM KJIETKM, OpraHoB OpPIOWHOM MoJo-
CTW M Manoro Tasda C KOHTPAcTUPOBaAHUEM, CLUMHTUrpaduUs
KOCTEN CKeneTa ¢ TexHelumeM; 330paroractpocKonus, Kono-
HOCKOMWA ANA UCKIoYeHus cuHgpoma lMewtua — Erepca;
NOBTOPHAas KOHCyNbTauus (TeneMeanLUMHCKas ¢ pesynbraTa-
MK ob6cnegoBaHus).

OBCYXAEHHME

Onyxonu CTPOMbl MONOBOMO TAXKa ABASIOTCA AOCTATO4YHO
pefKMMK, OAHaKO NPW AMarHOCTMKE OnyxoneBblix 3abone-
BaHUM SIMYHWMKOB HENb3d WUCKAYaTb AaHHbIM BUA o6pa-
30BaHuK [7].

dTnonorusa onyxonewu CTPOMbl MOMOBOrO TAXa HeEWs-
BECTHa, HO MPaKTMYECKM BO BCEX PaHyNe30KNETOYHbIX
ONyXxonsiXx B3POCNOro Tuna MnpUCYTCTBYET MyTalWs reHoB
FOXL12 w DICER1. Tak)Ke BO3HWKHOBEHME 3aboneBaHUs
MOXeT KoppenupoBaTb C cuHApomamu Onbe, Mentua —
Erepca [8].

OpHa M3 Hanbonee pacnpoCTpPaHEHHbIX ONyXonen AaH-
HOW Mopdonornyeckon Gopmbl — OMNyXoJib U3 rpaHynesbl
KNEeTOK B3POC/bIX — MOXET MUMWKPUPOBATb MNoj pas-
fINYHblE 3NuUTeNnanbHble HOBOOGpa3oBaHWsA. OCHOBHbLIM
BMAOM onyxonen ans gubdepeHumManbHOM OMAarHOCTUKM
MOXeT CNyXUTb 3HLOMETpUOMAHas KapuuHoma, KOTO-
pas B CBOEM COCTaBe MOXET UMETb TXMU U MUKpodOn-
NWKynbl. Beaywmm MeToaoM, MO3BOASIOWMM PasinynTb
3TM HOBOOOGPA30BaHUA, ABNSETCA MMMYHOTMCTOXMMMUS.
OnddepeHunanbHbli NMOUCK HE OrpaHWYMBaETCs OaH-
HbIM BMAOM onyxonu. Ciofa OTHOCATCA CKAepo3upylolwas
CTpOManbHasi 0OnNyxonb, NOTEMHU3MPOBAHHAA TeKoMa,
CBfi3aHHas CO CKIEPO3UPYIOWMM NEPUTOHUTOM, U MUKPO-
KMCTO3Haa cTpomalibHas onyxonb. CKaeposupylolmne
CTpOMalbHble OMyX0AW 3a4yacTyld AMarHOCTUPYIOTCH
HenpaBuabHO. B cTpomManbHbIX HOBOOGPA30BaHMUAX APYruX
TUMNOB UMEIOTCA COCYAUCTbIE KOMMOHEHTHI, @ TaKXXe NnceB-
[OLONBbKU. B CKNepo3upylowmnx CTpomMalibHbIX OMyXonasx
nceBAOAONbKMU coaepKaT npumecb dnbpobnacTos v cna-
60MI0TEMHN3NPOBAHHbBIX KNETOK. JlloTeMHn3npoBaHHas
TEKOMa MMeeT CBOWCTBO, 4TO cleayeT U3 ee MOJSIHO-
ro Ha3BaHWs, BbI3blBaTb CKIEPO3UPYIOWMNIA MEPUTOHUT.
MUWKPOKMCTO3Has cTpoMasbHasa ONyxosib MOXET UMUTUPO-
BaTb TEKOMY M/IM OMYXOJNib CTEPOUAHBIX KIETOK, HO IBNSET-
CSl OTpULATENbHOM NO UHTMOUHY U KaNbpPETUHUHY, OKpaLn-
BaeTca Ha CD10 n 6eTa-KaTeHuH [9].

B nccnegoBaHmn S. Kamoun 1 coaBT. 6blJ10 COOOLLEHO
0 4 cnyyasax onyxonu CTPOMbl NONOBOMO TAXa C KofbLe-
BUAHbIMKU Tpy6Oo4Kamu, cobpaHHbIX B OTAENEHMUM NaTono-
runm UHcTuTyTa Canaxa Asainesa B TyHuce 3a nocneagHue
12 neT. Bo3pacT nauneHToK BapbupoBan oT 10 go 32

net. Y o4HOW nauuMeHTKKU Gblfla BbiiBfieHa CBA3b C CUH-
apomom fMentua — Erepca. Cumntombl y 3 NauUMEHTOK
6blnn Hecrneunduyecknmun, y 1 — cBfA3aHbl C npexjae-
BPEMEHHbIM MOJIOBbIM cO3peBaHneM. Bo Bcex cnyvasax
0onyXxonu 6bIn OAHOCTOPOHHUMMU, UX pa3Mep BapbupoBan
o1 0,5 o 28 cM. UMMYHOTMCTOXMMUYECKMIA aHATN3 NOKa-
3a, 4YTO ONYXOSiEBble KNETKU IKCMPECCUPYIOT MHIMOUH
W KanbpeTuHWH. B gaHHOM uccnepoBaHuM 6bin npoBe-
OEeH cucTeMaTU4ecKui o0630p nutepaTypbl, B KOTOPOM
BbliBNeHO 166 cnyyaeB, rae aBTOpbl NpoaHann3npo-
Ba/in 0CO6EHHOCTM OMnyxosen CTPOMbl MONOBOrO TAXa,
CpaBHMBaNM crnopaguvyeckne M CUHAPOMHble GOpPMbI,
AO6pOKayeCcTBEHHbIE U 3/I0Ka4YeCTBEHHble. B pesynb-
TaTe chenaHbl BbIBOAbl O TOM, 4YTO OMYXOAMU CTPOMBI
NOMNOBOr0 TAXa C KONbLEBUAHBIMU TPYOOYKaMMU ABASIOT-
CSH pefKuMu, 06bl4HO fOo6poKavYecTBEHHbIMU. OCHOBHbIE
MeToabl AnddepeHumnanbHON AMArHOCTUKU — TUCTONO-
rM4yecKoe M MMMYHOrMCTOXMMUYECKOE WCCiefOBaHUS.
3noKavyecTBeHHble GopMbl BcTpeyatotes B 20% cnyyaes,
yauie npu cnopaaundeckunx popmax [10].

JleyeHwne xMpyprmuyeckoe, OCHOBaHHOE Ha yaaneHuun ony-
XONW U OBapUIKTOMMUKU, BBUAY OTHOCUTENBHOM HEYYBCTBMU-
TEeNbHOCTHU ONYXONWU K aAbloBaHTHOM XMMUOTEPANUKU U nyye-
BOW Tepanuu [11].

3AK/IIOYEHHME

[AnarHocTtuka onyxofien AMYHMKOB 3a4acTylo 3aTpya-
HEHa B CBA3W CO CTEPTOMN KIMHUYECKOW KapTUHOW NM6O
B CBSI3M ¢ ee oTcytcTBMeM [12]. OnNyxonu SAMYHUKOB
HepeaKo npsaYyTca noa MackamMu pasfinyHbix 3abo-
neBaHW, B TOM 4Yucie Nnoa MacKow oxupeHus [13].
A6aOMUHaNIbHBIM 60/1€EBOW CUHAPOM CTAaHOBWUTCS Bblpa-
EHHbIM TO/MbKO Ha MNO034HWX CcTagusax 3aboneBaHus,
npu“ OrpOMHbLIX pa3mMepax obpa3oBaHWW; Yawe 601K
MOTYT HOCUTb TAHYLWMIN, HOKOLWMKIA XapaKTep, YTO 3HaAYU-
TeNbHO 3aTpPyAHAET AMArHOCTUKY, TaK KaK AaHHble BUAbI
6071€BOro cuHApoOMa NauMeHTKa Yale BCero CBA3bl-
BaeT C HapyleHWem AueTbl, UHbIMW 3aboneBaHUsa MU
M He obpauwaeTcs K ruHekonory. B gaHHOM KAWHUKYe-
CKOM cinyyYyae eAMHCTBEHHbIM CUMNTOMOM 6blIN ANUTENb-
Hble U peunauBuUpyloLLMEe KPOBOTEYEHWUS M3 MNOSOBbIX
nyten. Mcxoas n3 BbllWECKa3aHHOTO MOMHO YTBEPK-
4aTb, YTO OYEHb Ba)XHbIM aCMEKTOM B CBOEBPEMEHHOWM
AVMarHOCTUKe onyxonen SBASeTCcs perynsipHbli oCMOTP
rmMHeKonora BKyne ¢ nposeaeHnem Y3U opraHoB 6ptoll-
HOM NONOCTM M MaNoro Tasa, KOTopoe npefcTaBnser
coboi «30/10TOW CcTaHAapT» B AMArHOCTUKE Ornyxosieun
penpoayKTUBHOM cuCTeMbl. [lpn oBGHapy»KeHun nbo-
ro o6pasoBaHua SMYHWKA Bpayy HeobXoAMMO MpPosB-
NSiITb OHKOHACTOPOXEHHOCTb M 06cnefoBaTh NaLMEHTKY
no BCEM COBPEMEHHbIM PEKOMEHZALMAM C MO3ULMI NPO-
dunakTMKkM paka. CBOeBpeEMEHHbIE AUAarHOCTUKA U NleYe-
HWe ONnyxosien NO3BONAIOT COXPAHUTb KMU3Hb NALMEHTKH,
npeaoTBpaLLAOT TAXe/Nble OCNOXHEHUS U COXpPaHAT
pPeEnpPoAYKTUBHOE 340POBbLE.

UWHO®OPMUPOBAHHOE COIJIACHE

OT matepu pebeHKka 6bin10 NOAy4eHO MHPOPMUPOBAH-
Hoe fo6poBoNibHOE cornacue. [aHHble nauveHTa o6es3nu-
YeHbl.

INFORMED CONSENT

Patient’s mother has signed written informed voluntary
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KnuHunyecKumn cnyvyaum abeppaHTHOMH
BHYTPeHHEU COHHOMW apTepuu y naluMeHTa
C 3KccyaaTUBHbIM cpeHUM OTUTOM

ABTOD, OTBETCTBEHHbII 32 NEPENUCKY:

AmuTpuit Banepbesiny Crnekos, Bpay-0TOPUHONAPUHIOOr OTAENEHUS PEKOHCTPYKTUBHOM XMpyprun CaHKT-INeTep6yprcKoro Hay4Ho-1ccnesoBaTebcKoro
MHCTUTYTa yxa, rop/a, Hoca 1 peun

Appec: 190013, CaHKT-lNeTep6ypr, BpoHHULKas y., 4. 9, Ten.: +7 (965) 023-92-42, e-mail: di_900@mail.ru

AbeppaHTHas BHYTPEHHSIS COHHas apTepusi — 3TO pelKkasi BPOXKAEHHas aHOMasInsl, Npu KOTOPOM AaHHbIN cocy pacrona-
raetcs atepasibHee CBOeM TUITMYHOM JIOKaan3aLUnnu, MOXKET 3aHUMaThb 3HaYMTEIbHYIO YacTb 6apabaHHOk MoJ0CTU U B pPsae
c/yyaeB npuiiexkaTb K MeanaabHON MOBEPXHOCTH 6apabaHHoM nepenoHku. O4HOM n3 Hambosiee pacnpoCTPaHEHHbIX TEO-
PWI 3TMONOrMK JAHHOHM aHOMaIMK SBASIETCA 06pa30BaHMe KoilaTepasibHbIX MyTel KPOBOOGpaLleHMs, 06YC/I0BIEHHbIX are-
He3uen NepBoro IMb6PUOHaIbHOro CerMeHTa BHYTPEHHEHN COHHON apTepuun. YacToTa BCTpedyaemocTu B nonyasumm — 1%.
Mo paHHbIM 3apy6exHON nuTepaTypbl, abeppaHTHasi BHYTPEHHSS COHHas apTepusl BbisIB/IS/achb ocse MaCCUBHOIO
KPOBOTEYEHMS BO BPEMS MUPUHIOTOMMM NGO KaK ClyyahHas HaxoAKa Mpu npoBeAEHUN KOMIMbIOTEPHON TOMOrpadui.
B naHHown cTtatbe npeacTaBieH PeAKMI KIIMHMYECKUI Cly4aln covyeTaHms abeppaHTHOM COHHONM apTepnn C IKCCyaaTmB-
HbIM CPEAHNM OTUTOM. Ha KIMHMYECKOM rpumepe y pebeHKa 4 NeT BbisIBJIEHO CKPbITOE TeYEHNE aHOMaIMu BHYTPEHHE
COHHOM apTepun. HegoctaTouyHas AnarHoCTUKa Ha MpeaonepaLmMoHHOM aTane 370k nNaTtoaorMm B rocaeayrouiem morna
MPMBECTH K aTaslbHOMy MacCUBHOMY KPOBOTeYeHMI0. [TpeacTaBaeH anbTepHaTUBHbINA C1OCO6 1e4EHNS IKCCYAAaTUBHOIO
CpeHEro oTuTa npu HaJn4ymm BbiICOKUX PUCKOB TUMMAHOCTOMMM, 3aKI04atoLWMICS B MPOJOHIMPOBAHHOM APEHUPOBaAHUN
6apabaHHOM M0JI0CTHM MPU MOMOLLM CUIMKOHOBOIO MUKPOKaTeTepa, yCTaHOB/IEHHOI0O B [JTOTOYHOE YCThE C/IYXOBOK TPYObI.
JeMoHcTpupyemoe coyetaHne abeppaHTHON COHHOM apTePUU U IKCCYAATUBHOIO CPEAHErO OTUTa TPEBYET OT Bpaya MnoBhbi-
LIEHHOM HAaCTOPOXKXEHHOCTH MPM NPOBEAEHMM NHOBbIX, JaXKe CaMblX PYTUHHbLIX MaHUNYASLMA. BbINOJTHEHME KOMIMbIOTEPHOM
TOMOrpa®um BUCOYHbIX KOCTEN JOIXKHO BXOAUTb B 00513aTe/IbHbIN CIEKTP MCCIeJOBaHUI y NalUMEeHTOB C ANarHO30M «3KC-
CyAaTMBHbIN CPEAHMI OTUT», KOTOPbLIM MIaHUPYETCS MPOBEAEHNE XUPYPITMYECKMX MaHUNYASLUMI B 6apabaHHOM 10/10CTH.
KnroueBbie cnoBa: aHoMannn pa3BUTUS BUCOYHON KOCTHU, abeppaHTHash BHYTPEHHSIS COHHas apTepus, 3KCCyAaTUBHbIN
CPESIHNI OTUT, OTOXMPYPrus, TMMIAHOCTOMMS, MPOJIOHIMPOBaHHOE APEHUPOBaHMe 6apabaHHOM N010CTH

Ansa yntupoBanums: Cnexkos [.B., Apo3goBa M.B., AHuknH WU.A., UnbnH C.H. KnuHnyeckuin cnyvyan abeppaHTHON BHYT-
pEeHHEeN COHHOW apTepun y naumeHTa ¢ 3KCCyAaTUBHbIM CpeaHMM OTUTOM. llegunatpudeckas papmaronorus. 2025;22(4):
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Dmitry V. Spekov, Marina V. Drozdova, Igor A. Anikin, Sergey N. II'in

Saint Petersburg Research Institute of Ear, Throat, Nose and Speech, Saint Petersburg, Russian Federation
Aberrant Internal Carotid Artery in a Patient with Secretory
Otitis Media: Case Study

Aberrant internal carotid artery is rare congenital anomaly when this vessel is located lateral to its typical location. It can take significant
part of tympanic cavity and in some cases adjoin to eardrum medial surface. One of the most common theories on its etiology is
the development of bypassing vessels due to agenesia of the first embryonic segment of internal carotid artery. Its prevalence
in population is 1%. The aberrant internal carotid artery has been revealed after massive bleeding during myringotomy or as an
incidental finding during computed tomography, based on foreign literature. This article presents rare clinical case of aberrant carotid
artery and comorbid secretory otitis media. Case study of 4 years old child with asymptomatic course of internal carotid artery
anomaly. Its underdiagnosis at preoperative stage could lead to fatal massive bleeding. Alternative method of secretory otitis media
management with high risks of tympanostomy is presented. It included prolonged tympanic cavity drainage via silicone microcatheter
installed in pharyngeal opening of the Eustachian tube. This combination of aberrant carotid artery and secretory otitis media
requires of doctor to be more alerted careful at any manipulations (even the most routine). Temporal bones computed tomography
should be included in the mandatory range of examinations for all patients diagnosed with secretory otitis media who are planning
surgery in tympanic cavity.

Keywords: temporal bone abnormal development, aberrant internal carotid artery, secretory otitis media, otosurgery,
tympanostomy, prolonged transtympanic drainage
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

BBE[AEHUE

Ab6eppaHTHasa BHYTpeHHAs coHHasa apTepus (BCA) — aTo
pefKas BPOXKAeHHas aHOMasnus, Npyu KOTOPOKM AaHHbIN cocyn
pacnonaraeTtcs natepalibHee CBOEW TUMNUYHOW NOKanusa-
UMW, MOXKET 3aHUMaTb 3HayuTesbHYl0 YacTb 6apabaHHOM
nofiocTM W B psge cnyvyaeB npuaexartb K MeananbHOM
NnoBepPXHOCTM GapabaHHOM NePENOHKM.

OaHoM M3 Hanbonee pacnpocTpPaHEHHbIX TEOPUR ITUO-
NOrMM JaHHOM aHoManuu sBnseTca obpa3oBaHue Konna-
TepanbHbIX NyTen KpoBOOOpalleHus, 06YCNOBMEHHbIX are-
He3nen nepBoro 3aMOPUOHANBHOINO CerMeHTa BHYTPEHHEN
COHHOM apTepwuu [1, 2].

KnuHuyecKkas KaptuHa abeppaHTHoM BCA Hecneundmy-
Ha. Y NojaBASIoOLLErO YMUcaa NauMeHToOB OTCYTCTBYIOT KaKune-
60 Kanobbl. B paae cnydyaeB MoOryT Habno4aTbCsa CHUXKe-
HWe cnyxa Mo KOHAYKTMBHOMY TUMY, NyNbCUPYIOLLUIA YLLIHON
Wwym M 6onesble owylleHns B yxe. Mpn OTOMUKPOCKOMUK
BO3MOXHa BMW3yanusauuns obpasoBaHus 3a GapabaHHOM
nepenoHKow, 6e10ro namM po3oBaToro LBeTa, KOTOpoe NoKa-
nn3yeTcs B NepeaHeHuKHem oTaene 6apabaHHOM NONOCTH
C BO3MOXHbIMU ABIEHUSAMU NyNbCaLUM.

Y neten npu jaHHOM aHOManuuM BO3MOXKEH COMYTCTBYIO-
LMK BbINOT B 6apabaHHOM MOMOCTU, BOSHUKAIOWMI BCed-
CTBME HapyWweHUs MNPOXOAMMOCTM TUMMaHaNbHOIO YCTbS
CNlyXOBOW TpPyObl, CyxeHHoro abeppaHTHon BCA [3-5].
Mpun OTCYTCTBUM Ny4EBbLIX UCCNEf0BaHUI AaHHasa aHoManus
MOXET OblTb pacLieHeHa BpavyaMu-KIMHULUCTAMU KaK 3KC-
CyAaTUBHbIA CPEefHMI OTUT, BbICOKOE PacnosioXeHue NyKo-
BULbI ApEMHON BEHbl AWM HOBOOGpa3oBaHWe GapabaHHOWM
nonocTu (NaparaHraMomMa u ap.).

YacTtoTa BcTpevyaemocTu abeppaHTHon BCA, no pasHbiM
oLeHKaM, cocTaBnseT meHee 1% oT ob6wen nonynauuu
[6, 7]. B 60nbluMHCTBE CNly4aeB, ONUCaHHbIX B nnuTepaType,
AnarHo3 6bln1 NocTaBfieH TONbKO MOC/Je MacCCUBHOMO Kpo-
BOTEYEHUS, BO3HUKLLENO BO BPEMS MWUPUHTOTOMMKU W ApPY-
rMX XMPYpPruyeckux BMelaTenbCcTB B 6apabGaHHOM Monaoc-
TM, WAK ABAANCS CAYyYaWHOM HaXOLKOW MpW BbINOAHEHWUM
KoMmnbtoTepHon Tomorpadum (KT) BUCOYHbIX KocTew [8].

Ha cerogHslWHWI AeHb He CYLLeCTBYET eUMHON TaKTUKK
NeYyeHnss KpOoBOTEYEeHUS M3 MHTpaTMUMMNaHalbHOro otgena
BCA. O6bl4HO ncnonb3yoTea TaMnoHaaa 6apabaHHOM Noo-
CTW nnn ambonusauunsa n nuruposarue BCA. OgHaKo AaHHble
MEeTOAbl, B CBOIO O4epefb, MOrYT MPUBECTU K Pa3BUTUIO
TaKWX ATPOreHHbIX OC/IOXHEHWN, Kak remunapes, adasus
n obpasoBaHuKe ncesaoaHespuambl BCA [9].

TuMnaHoCTOMUSA C YCT@aHOBKOW TUMMaHOCTOMWYECKON
Tpy6KM — Haubonee pacnpocTpaHeHHas MaaoMHBa3MBHas
XMpypruyecKkas npouegypa, BbinonHaemas npu aKccyaaTmB-
HOM cpeaHem oTuTe. ExXerogHo Bpa4ym-oTOPMHONAPUHIONI0MM
NPOBOAAT ThICAYM TaKUx onepauuin. Tem He MeHee, HeNb3s
ynycKkaTb M3 BMAY ONacHOCTb 3TOM MaHUNyAAUUK Npu BO3-
MOXHOM Hannimm abeppaHtHon BCA [10].

B pgaHHOWM cTaTbe MpeAcTaBfieHO pefKoe KAMHUYecKoe
HabnoaeHne abeppaHTHOM BCA B coyeTaHuu ¢ aKccyaaTuB-
HbIM CPEAHUM OTUTOM.

KJIMHUYECKHUHA NPUMEP

MauneHT C., 4 roga, NOCTYNUA Ha NevyeHune B AETCKOE 0TO-
puHoNapuHronornyeckoe otaenexHme CaHkT-Netepbyprckoro
Hay4YHO-MUCCnefoBaTeIbCKOr0 MHCTUTYTa yxa, ropna, Hoca
n peun B anpene 2024 r. ¢ anobamu Ha 3aAepKKy peuye-
BOIMO Ppas3BWUTUA, CHWXKeHWe cnyxa Ha o06a yxa, 6onblie
Ha npaBoe. B TeyeHne agnnTenbHOro BpemeHnu (6onee 2 ner)
HabnogaeTca y Bpava-oTOPUHOApUHronora ¢ AMarHo3om:
«[1BYCTOPOHHWIM 9KCCYAATUBHbIN CPEAHUI OTUTY.

M3 aHamMHe3a M3BEeCTHO, YTO NauueHTy B Bo3pacTe 3 1eT
npoBejeHa afjeHoToMUSA nof obuwen aHecTesnen. PaHee

ocyllecTBasfiacb MNOMbITKA TUMNAHOCTOMMUMK, HeyaavyHas
Nno HEU3BECTHbIM NPUYMHaM. Pe6EeHOK COCTOUT Ha AMCNaH-
CEPHOM y4yeTe y Hedposora ¢ AMarHo3oM: «XpPOHUYECKUM
nuenoHedput. BporKAeHHbIM My3blpHO-MOYETOYHUKOBbIN
pednioke. COCTOSHME NOCNIE XMPYPTMYECKON KOPPEKLINM».

Mo [OaHHbIM OTOPMHONAPMHIONIONMYECKOrO cTaTyca
Ha MOMEHT NOCTYMNEHMS NPU NepeaHen PUHOCKOMNUKN OTMe-
Yyanacb oTe4yHas cnuauctas 060/i04Ka NOMOCTU HOca, BNax-
Hasi; NaToNorMyecKoe oTaensemMoe oTcyTcTBoBano. Hocosas
neperopojika no cpeaHen nuHuK. HocoBoe JbixaHue Oblio
YAOB/IETBOPUTESIbHbIM.

Mpn npoBeaeHUU GapUHIOCKOMNUU: 3€B CUMMETPUYEH,
cnuaunctas 060J104Ka rMoTKKM po3oBas. HebHble MUHAANUHbI
Il cTeneHn runeptpodun, NakyHbl BbipaxeHbl cnabo, CBO-
60aHble. 3aHAA CTEHKA IMOTKM He pasapaKeHa.

OTtomuKpockonus: AS = AD; 3aywHas o61acTb He U3me-
HeHa. HapyxHbl CNyxOBOW NMPOXOA LWMPOKKK, CBOOOAHBIN,
GapabGaHHasa MNepenoHKa CUHIOWHAasA, YMEPEHHO BTSAHYTa,
yTONLEHA, PYKOSITKA MOJIOTOYKA PE3KO KOHTypupoBanach,
nedeKTbl oTcyTCcTBOBaAM (pyc. 1). MNpu HaxaTun acnuparo-
pom Ha GapabGaHHyl0 NMepenoHKY BO BPEMS OTOMMKPOCKO-
nUKM oTMevanacb ee MoBblleHHas MNIOTHOCTb, NPUBIMIKEH-
Has K KOCTHOW.

JHAOCKOMMYECKoe UccneoBaHe HOCOMTOTKU NO3BON-
/10 BbIIBUTb TMNePTPOdUI0 TPYGHbIX BaSIMKOB M TOTOYHOM
MUHAanuHbI |-l ctenexun.

Mo pesynbTatam ayanonorMieckoro uccnegoBaHums ycta-
HOBJIEHO cefytoLLee.

KopoTKONaTEHTHbIE CYXOBblE Bbi3BaHHbIE MOTEHLM-
anbl (KCBI): noporn o6HapyxeHus KCBIT Bo3aylwHoOM
NPOBOAMMOCTU 3apPerucTpupoBaHbl cnpaBa MPU MHTEH-
CUMBHOCTU curHana 60 ab, cneBa — Mpu MHTEHCUMBHOCTH
curHana 30 gb Hag Noporom CAbILLKMMOCTU, YTO COOTBET-
cTBYyeT noeegeH4YecKkum noporam cnpaBa 50 agb u cnesa
20 gb. Moporn o6HapyxeHus KCBI1 kocTHOM npoBoAM-
MOCTW 3aperucTpuMpoBaHbl cnpaBa MNPWM WMHTEHCUMBHOCTH
curHana 40 pb, cneBa — NpuM WMHTEHCUMBHOCTWM CWUrHasna
304b6, 4To COOTBETCTBYET NOBEAEHYECKUM MOporam cnpa-
Ba 30 ob n cnesa 20 agb.

Mpu NpoBefeHUN MMMNELaHCHOW ayaAMOMETPUM C ABYX
CTOPOH 3aperucTpupoBaHa TUMMaHorpamMmma Tuna «B»,
OTCYTCTBME aKyCTUYECKUX PEPNIEKCOB C [IBYX CTOPOH.

Puc. 1. OTocKonuyeckas KapTvHa npaBon 6apabaHHON
nepenoHku nauueHta C., 4 net
McTouHumK: Cnekos [.B., 2024.

Fig. 1. Otoscopic picture of the right tympanic membrane
of patient S., 4 years old
Source: Spekov D.V., 2024.



Mo gaHHbIM KT BMCOYHbIX KOCTEN YCTAHOBNEHO Cheay-
ouiee.

CnpaBa (AD): natepono3uuusi CUrMOBWAHOIO CHHyca.
BbiCOKOE pacnonoxeHne NyKoBULbl BHYTPEHHEN SApem-
HOW BeHbl. Hapy)HbIM CnyxoBOW npoxoa cHOpMUpPOBaH.
[OpU30HTaNbHbIN CEFMEHT KaHana BHyTPEHHEN COHHOM apTe-
pUKn AUCTONMpPOBaH, pacnonaraetcs B 6apabaHHON NOMAOCTH,
YacTU4YHO o6pa3sys ee MeauanbHYl0 CTEHKY B nepegHem
oTAaene (natepanvsauus KaHana BHYTPEHHEN COHHOM apTe-
pun), goxoauT Ao 6GapabaHHOM NEPENOHKU, MIOTHO MNpuU-
nerass K Hen. To/nlWMHa CTeHKM KaHana BCA cocTtaBnser
0,8-1,0 mMm. MaTonorMyeckoe coaepnMmoe HeOAHOPOAHOM
KUAKOCTHON M MAMKOTKA@HHOM MAOTHOCTM TOTasIbHO 3anon-
HAEeT cHOPMMPOBABLLIMECS FHENKM COCLLEBMAHOIO OTPOCTKA,
6apabaHHyl0 MONOCTb, @HTPYM, OKPYyXKaeT TUMMYHO pac-
NOJSIOXKEHHbIE CNYXOBble KOCTOYKM, GNOKMPYET HULIKM OKOH
npeaaBepus nabvpuHTa U YIUTKK, TUMNaHanbHOE YCTbe Ciy-
X0BOM Tpy6bl. KaHan nnMueBoro HepBa, CTPYKTYPbl BHYTPEH-
Hero yxa 6e3 BnavMmown natonoruun. KT-gaHHbIX 3a Hanu4yue
KOCTHO-4ECTPYKTMBHbIX UBMEHEHUI HE NONYHEHO.

CneBa (AS): naTepono3uuusa CUrMOBWAHOIO CHUHYyca.
HapyHbli cnyxoBon npoxon cdopmupoBaH. BbicoKoe
pacrnonoxeHue NyKOBWLbl BHYTPEHHEN SPEeMHOM BEHbI.
[OpU30HTaNbHbIN CEFMEHT KaHana BHyTPEHHEN COHHOM apTe-
pUKn AUCTONMpOBaH, pacnonaraetcs B 6apabaHHON MNONAOCTH,
YacTUYHO 06pasys ee MefuanbHYl0 CTEHKY B nepegHem
oTAaene (natepanvsauus KaHana BHYTPEHHEN COHHOM apTe-
pumn), LoXoauT Ao 6apabaHHOM NePEnoHKK, NNOTHO Npuieras
K Hel. TonwmHa cteHkn KaHana BCA coctaBnsier 0,9-1,1
MM. TUMNaHanbHas MeMbpaHa CMeLLeHa K MPOMOHTOPUYMY.
MaTonorMyeckoe cogepxmnmoe HEOAHOPOLHOMN KUAKOCTHOM
M MATKOTK@HHOM MNNOTHOCTWM TOTaNlbHO 3anonHsAeT chop-
MUPOBaBLUMECA FYENKM COCLEBMAHOrO OTPOCTKA, aHTPyM,
cy6ToTanbHO 6apabaHHyto NONOCTb, OKPYXKAET TUMUYHO pac-
NOJSIOXKEHHbIE CNYXOBblE KOCTOYKM, GNOKMPYET HULIKM OKOH
npeaasepus nabvpuHTa 1 YIUTKK, TUMNaHalbHOE YCTbe Ciy-
X0BOM TPyObl. KaHan nnMueBoro HepBa, CTPYKTYPbl BHYTPEH-
Hero yxa 6e3 BnamMmow natonormn. KT-gaHHbIX 3a Hanu4vue
KOCTHO-AECTPYKTMBHbIX UBMEHEHWI HE NONYHEHO (pUC. 2).

Puc. 2. KomnbiotepHaa ToMmorpadus BACOYHbIX KOCTEN

B KOPOHaNIbHOM 1 aKcuanbHOM Npoekunn naunerta C., 4 net
(cTpenkamu nokazaHa abeppaHTHas BHYTPEHHAA COHHasA apTepus)
McToyHukK: Cnekos [.B., 2024.

Fig. 2. CT scan of temporal bones in coronal and axial planes of
patient S., 4 years old (arrows show aberrant internal carotid artery)
Source: Spekov D.V., 2024.

B 30He nccnegoBaHus Buadyanusunpytotes KT-npusHaku
[ABYCTOPOHHEI0 PUHOCUHYCUTA.

Mo JaHHbIM NPOBEAEHHbIX WCCNeLOBaHWMM BbiCTaBNEH
OCHOBHOW AuarHos: «PeunamBupylowmMn 4ByCTOPOHHUI 3KC-
CyAaTUBHbIN cpeaHuin oTUT. AHoOManua passuTusa BCA ¢ aByx
CTOPOH. [MnepTpodus rMoTo4HON MUHAANUHBI |-II cTeneHw.
MnepTpodursa HeGHbIX MUHAANMH || cTeneHun. [paBOCTOPOHHS
CMellaHHas Tyroyxoctb Il cteneHm».

YyuTblBass PUCKKM MNpu MNpoBefeHWM TUMMAHOCTOMMUM,
Yy AAHHOr0 NauuneHTa 6b110 BbINOJHEHO ApeHnpoBaHue 6apa-
6aHHON MONOCTU Yepel [0TOYHOE YCTbe C/yXOBOM TPyObl
C ABYX CTOpPOH. B ycnoBuax obuien aHecTe3nn nog aHA0BU-
LE0CKOMUYECKUM KOHTPONIEM B I1I0TOYHOE YCTbe CNyXOBOW
Tpy6bl Obl1 BBEAEH MSArMKMM CUIIMKOHOBOW MWKpoOKaTeTep
anameTpom 1 mm. B TedyeHune 3 cyT Yepes JaHHbIM KaTeTep
B 6apabaHHyI0 NOIOCTb BBOAWIICS PACTBOP CUHTETMHECKOIO
rMIOKOKOPTUKOMAA 3 pasa B CYTKM C LieNibio OKa3aHusa MecT-
HOro NPOTMBOBOCNANNTENBHOMO addPeKTa.

YyuTbiBasa SBMIEHUS PUHOCUHYCUTA, NALMEHT TaKxkKe
noslyqan aHTMbaKTepUanbHyt0 U MyKOIUTUHECKYIO Tepanuio,
MECTHbIA MHTPaHa3a/bHbIM [MIOKOKOPTUKOCTEPOUS (MOMeE-
Ta3oHa dypoar).

OueHKa addEKTUBHOCTHM leYeHns NpoBOaMach No AaH-
HbIM TOHANIbHOM NOPOrOBOM ayAMOMETPUM, @ TaKKe No name-
HEHWIO TpajueHTa MuMKa W CTaTUMYECKOW MNOAAaTIMBOCTHU
Ha TuMnaHorpamme. K 10-M cyT nocne NpoBeAEHNS APEHMU-
poBaHus 6apabaHHON NOAOCTM HABNAAN0Ch BblpaxeHHoe
yNyyllEeHUe CnyxoBon U Ty6apHoOn GYHKLMU C YBENUYEHUEM
cTaTMyeckom nogatnmMeocty o 0,5 Mn 1 rpagueHTta nuka
no 0,07 (c obeux cTopoH). MecsiuyHbIM KOHTPONb nocne
BbIMUCKK NOKasan CoXpaHeHue NONOXKMTENbHON ANHAMMKK
C ynydlweHnem cnyxoBow GyHKLUMK Ha 15-20 [16 B Ananaso-
He Pa3roBOPHbIX HaCTOT MO AAHHLIM UTPOBOM ayaAUOMETPUMN.

PekomeHaoBaHO fanbHenlwee HabNOLEHUE C KOHTPO-
JIeM CNyx0oBOW M Ty6apHoM GYHKLMK Yepe3 6 Mec.

OBCYXAEHME

[JaHHbIM KJIWHUYECKUW cllydyanh AEMOHCTPUpyeT BO3-
MOXHOe coyeTaHue abeppaHTHon BCA u 3KccyaaTMBHO-
ro cpegHero otuta. KnuHunyeckas anddepeHumnaumns atmx
COCTOSIHUM YacTo 3aTpyAHEeHa BCNeACTBME CKPbLITOro Teye-
HMA aHoManuu pa3suTus BCA. B cBoto o4yepenb, HegocTa-
TOYHas guMarHoCTMKa COCYAMCTOM MNaToNOrMM MOMKET MNpw-
BECTU K daTanbHblM OCNOXHEHUAM B BWAE MaCCUMBHOIO
KPOBOTEYEHNS NMPWU NPOBEAEHUN XUPYPTUYECKUX MAHUNYNS-
LMK Ha 6apabaHHOM NepenoHKe 1 NONOCTU CPedHEro yxa.

3AK/TIOYEHUE

[JemoHCcTpupyemoe co4yeTaHue naTtosiornn Tpeobyet
OT OTOXWMPYProB MOBbILIEHHON HACTOPOXEHHOCTM MPU MpPO-
BefAeHUn obblX, Aaxe CaMblX PYTUHHbIX MaHUNyNSUUA.
BbinonHeHne KT BMCOYHbIX KOCTEN [OJIIKHO BXOAMTb B 00S-
3aTefNbHbIA CMEKTP UCCNeAoBaHWI Y NaLMEeHTOB C AMarHo-
30M «3KCCYAATUBHbIV CPEAHUIN OTUT», KOTOPbIM MNaHUpyeTCs
npoBefeHne TMMNAHOCTOMMUMU.

YunTbiBas coyetaHue ABYX MNaTonorMm, NpUMeHeHo Ann-
TeNbHOEe APEHMPOBAHUE CNYyXOBbIX TPY6 MPWM MOMOLLM CUIU-
KOHOBOI0 MMKpOKaTeTepa, yCTaHOBIEHHOIO B UX MMOTOYHOE
ycTbe. Ha poHe NpoBOAUMMOro nevyeHnss oTMevyeHa 3Ha4ymMmas
NoNoXuTenbHas AMHaMUKa, YTO NO3BONSET PEKOMEH10BATb
[laHHbIM MeToA AN NpoBeAEeHUs Tepanuu 3KCCyaaTUBHOrO
cpedHero oTMTa NMpy HalMinun PUCKOB BbIMOJHEHUSA TUMNA-
HOCTOMMM.

UHO®OPMUPOBAHHOE COINIACHE
OT 3aKoHHOro npeacTaBuUTeNs nNauMeHTa Mosy4eHo
nMcbMeHHOE MHPOPMUPOBaHHOE AO6POBOJIbHOE cornacue
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Ha Ny6nnKaLuuio pe3ynbTaTtoB ero o6¢cnefoBaHns 1M neyveHums
B MEAMLMHCKOM XypHane, BK/o4Yas ero afeKTPOHHYo Bep-
cuto (aata nognucanus: 01.07.2024).

INFORMED CONSENT

Patient’s legal representative has signed written
informed voluntary consent on publication of diagnosis and
management results in medical journal (electronic version
included) (signed on 01.07.2024).
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0630p MeXKAYHapPOoAHbIX NMporpamMm
HeoHaTa/IbHOro CKPUHUHra

ABTOD, OTBETCTBEHHbI 3@ NEPENUCKY:

MyxopToBa [lonmHa AnekceeBHa, raBHbli CNELManUCT 0TAena METOA0N0MMYECKOro 06ecneyeHns NPOBEAEHNUS KOMMIEKCHOM OLEHKM TEeXHO0r Ui
B 3[paBOOXpaHeHnM LieHTpa aKCcnepTH3bl M KOHTPONS Ka4eCTBa MEAULIMHCKOM MOMOLLM

Appec: 109028, MockBa, MokpoBckuit 6ynbaap, 4. 6/20, cTp. 2, Ten. pab6.: +7 (495) 783-19-05, gob. 153, Ten. mo6.: +7 (915) 120-60-81,
e-mail: muhortova@rosmedex.ru

HeoHata/bHbiti CKpUHUHI (HC) ABAsSeTCs BaxKHbIM METOAOM PaHHEro OOHapyXXeHWUsi HacleACTBEeHHbIX 3ab0/eBaHui,
MO3BOJISOLNM CHU3UTb PUCK Pa3BUTHS TSIKEbIX OC/IOKHEHUI 1 MOBbLICUTb KAYE€CTBO XMU3HM NnalunmeHToB. B PoccuricKon
denepaumnmn ¢ 2023 r. BBefieH paclumpeHHbiit HC, oxBaTbiBatowmi 36 3a6o1eBaHWi, BKIOYas Hac/1e4CTBEHHbIe 60/1e3HU
06MeHa, CriMHa/bHYI0 MbILIEYHYIO aTPOPUIO 1 NepBUYHbIE UMMYHOAEPULNTLI. B faHHOM paboTe npeAcTaB/ieH CpaBHUTE Tb-
HbIN aHanans poccurckon nporpammbl HC n nporpamm HC B cTpaHax EBpa3uiicKoro 3KOHOMMYEeCKoro cotw3a 1 11 ctpa-
Hax — 4YneHax OpraHu3aunm 3KOHOMMYECKOro COTPYAHMYECTBA U Pa3BUTHSA B OTHOLIEHUW BK/IIOYEHHbLIX B HUX 3a60/1e-
BaHWH, BbISIBJIEHbI KOYEBbIE TEHAEHLMN AMAarHOCTUKMN HacleCTBEHHbIX 3ab0/1eBaHUi B MUPOBOH MPaKTUKe, a TaKkKe
HanpaBaeHUs /15 COBEpPLLIEeHCTBOBAHMS MPorpaMmal.

Knr4eBble cnoBa: HeoOHaTalbHbIN CKPUHWHI, HAacae4CTBEHHbIe 3ab60/1€BaHMs, pacllNPEHHbIN HEOHaTaslbHbIM CKPUHUHT,
AnarHocTuKa, ob1eCcTBEHHOE 3/paBOOXpPaHEHNE

Ana ymtupoBanms: BopornuH C.B., OmMenbsiHoBckuit B.B., MyxopTtoBa [.A., CnabukoBa A.A. 0630p MexAyHapOAHbIX
nporpamMm HeoHaTanbHOIro CKpUHWHIa. lNeguatpuyeckasn papmaronorus. 2025;22(4):395-405.
doi: https://doi.org/10.15690/pf.v22i4.2942

BBEJAEHME M Ha 7-e cyT (144-168 4) *M3HU — Y HEOOHOLIEHHOro

HeoHaTanbHbIn CKpUHUHT (HC) ABnseTca Kalo4eBbiM HoBOpOMaeHHorot.
WHCTPYMEHTOM AN pPaHHEro BbISIBJIEHUSA HacCNeACTBEH- Mpy MHOIrMX TSXeNbIX MeTabosIM4eCKUX HapyLleHusax npa-
HbIX 3a60neBaHWi, CNOCOGCTBYIOWMM CBOEBPEMEHHO- BWNbHO MOAOGPaHHOE fledeHne WIM Ha3Ha4YeHHoe C MepBblX
MY Ha3Ha4yeHMWIo naTtoreHeTUYeCKOM Tepanuu U CHUXe- [HEW XXU3HM creLunanm3npoBaHHoe NuTaHne no3BonsioT n3be-
HUIO YPOBHA MIafeHYeCKOW W AeTCKOW CMEPTHOCTU. aTb Pa3BUTUSA TSXKENbIX OCMOMHEHUA W YAY4YlWMTb NPOrHO3
Mporpammbl HC o6ecneynBaloT mMaccoBOe (Hecefnek- 3a6oneBaHus. B Poccuitckon depepaumnm ¢ 2006 1. npoBo-
TUBHOE) o6cnefoBaHWe HOBOPOMXAEHHbIX MOCPEACTBOM auncs maccoBbln HC Ha 5 HO30M0rMK (apeHoreHuTanbHbln
MWHWMaNbHO WMHBA3WBHOIro BMellaTeNbCcTBa: 06pasLbl CUHAPOM, ranakTo3eMuio, BPOXKAEHHbIH TMNOTUPEO3, MYKO-

KpoBu ans HC oT6bupaloT M3 NATKM HOBOPOXKAEHHOro

B MNepBble AHM nocne poxaeHusa. Tak, B Poccuinckon 1 MNMpukas Muusapasa Poccun ot 21.04.2022 N2 274H «06 yTBEepH-
®epnepalnm 3a60p KPOBM OCYLIECTBAAIOT Yepes 3 4 noce aeHun Tlopsiika OKasaHWa MEAMLIMHCKOW MOMOLLM nauueHTam
KopMmAeHus, B Bo3pacte 24—-48 4 KWU3HW Y LJOHOWEHHOIO C BPOX/AEHHbIMU W (M1) HacneCTBEHHbIMW 3a60oNeBaHUAMM».

Sergey V. Voronin?, Vitaly V. Omelyanovskiy?’ 3, Polina A. Mukhortova?, Aleksandra A. Slabikova?' 3

1 Research Centre for Medical Genetics, Moscow, Russian Federation
2 Center for Healthcare Quality Assessment and Control, Moscow, Russian Federation
3 Russian Medical Academy of Continuous Professional Education, Moscow, Russian Federation

Overview of International Neonatal Screening Programs

Neonatal screening (NS) is significant method for early detection of hereditary diseases that reduces the risk of severe complications
and improves patients’ quality of life. Enhanced neonatal screening covering 36 diseases has been implemented in Russian
Federation since 2023. It includes hereditary metabolic diseases, spinal muscular atrophy, and primary immunodeficiencies. This
study presents comparative analysis of NS programs in Russian Federation and in countries of the Eurasian Economic Union and
11 member countries of the Organization for Economic Cooperation and Development. Key trends in the diagnosis of included
hereditary diseases in world practice, as well as directions for further programs improvement are identified.

Keywords: neonatal screening, hereditary diseases, enhanced neonatal screening, diagnosis, public healthcare
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Neonatal Screening Programs. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2025;22(4):395-405. (In Russ).
doi: https://doi.org/10.15690/pf.v22i4.2942

PEDIATRIC PHARMACOLOGY. 2025;22(4)

NEANATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 4



REVIEW

OB30P JINTEPATYPbI

BUCLIM03, PEHUIKETOHYPHIO)Z, NMPKU 3TOM KIMHUYECKas U 3KO-

HOMMYecKas aPbEKTUBHOCTb AaHHbIX Mep Gblia ycTaHoBNEHaA

[0 VX BHEAPEHUS Ha HaLMOHaNbHOM YPOoBHe. TaK, Ha npumepe

XaHTbl-MaHCMMUCKOro aBTOHOMHOTO OKpYra 6b1710 YCTaHOBNEHO,

4TO paHHAS AMarHOCTUKa U CBOEBPEMEHHO HavyaTas 6a3ucHas

Tepanus MyKOBMCLMAO3a Cnoco6CTBYOT 6onee Gnaronpusr-

HOMY TeyeHuto 3aboneBaHus [1], B 2006 r. Gbina ycTaHOB-

NeHa KAWHWKO-3KoHOMMUYecKass 3dEKTUBHOCTb CKPUHUHIA

Ha BPOX/EHHbIV TMNOTUPeO03 B pecnybnunke balkopTocTaH [2],

B 2009 r. — adpdeKTBHOCTL nporpaMmm HC Ha deHWNKeTOH-

YPUIO U BPOXAEHHbIN rMnoTMpeod B KpacHoaapckom Kpae [3].

Kpome Toro, B 2020 r. 6bin1a 0TMeYeHa 3KoHoMMUYecKasn abdek-

TUBHOCTb CKPUHUHIa Ha MeTaboM4yeCcK1e HapyLlweHus nocpea-

CTBOM TaHAEMHOW Macc-CcrneKkTpomeTpum [4].

C BBegeHMeM HOBOro MopsiiKka oKa3aHUs MeaULMHCKOM
NOMOLLM NauneHTamM ¢ BPOXKAEHHBIMU W/UNN HacNeACTBEH-
HbIMK 3a6oneBaHuamn ¢ 2023 r. B Hallel cTpaHe B J0Mon-
HeHue K 5 3a6oneBaHnaM (CKPUHUHI KOTOPbIX OCYLLECTBAS-
eTcs 3a cyeT cpeacTs cy6beKToB Poccuiickoin deaepaumnd)
3a cyeT cpenctB depepanbHoro OGwg)KeTa NpoBOAMTCH
pacwupeHHbin HC Ha HacneacTBeHHble 601e3HM o6MeHa
(29 3aboneBaHuin), cNMHaNbHYIO MblleYHyto aTpoduio (CMA)
W NepBUYHbIE UMMYHOAEDULMUTBI (pUC. 1).

NMomumo denepanbHon nporpammbl HC, oTaenbHble
cy6beKTbl Poccuickon Pepepaunm MHULMUPYIOT AOMNON-
HUTENbHbIM CKPWHWUHI Ha HeKoTopble 3aboneBaHus. Tak,
B CaHkT-lNeTepbypre ¢ 1 maa 2025 r. B nporpammy HC 6bin
LONONHUTENBHO BKAOYEH AeduuMT aekapboKcunasbl apo-
MaTU4eCcKux L-ammnHokucnor [5].

[na conoctaBnennss HC B Poccun ¢ 3apybeHbIMKU Mpo-
rpaMmamu Gblfiv OCYLLECTBIEHbI MOUCK U aHann3 nHdopmaLmm
0 nNporpammax NPOBOAUMOro HeOHaTaIbHOIo (MacCoBOI0) CKPK-
HWHra B cTpaHax EBpa3uiickoro akoHomuyeckoro cotosa (EAIC)
1 11 cTpaHax — YneHax OpraHu3aunm 3KOHOMUYECKOro COTPYA-
HuyecTBa U paseuTua (Organisation for Economic Cooperation
and Development; OECD): Actpus, ABcTpanus, Bennkobpu-
Tanus, lepmanuns, Wrtanus, Hupgepnadvabl, KaHaga, Monblia,
CoeanHeHHble LLTaTtbl AMepuku (CLUA), ®paHums, AnoHus.

CnepyeTt OTMETUTb, 4TO BBMAY HEAOCTaTO4HON AeTanunaa-
LMW UCTOYHUKOB MHPOPMaLIMK B XOA4€ CONOCTaBNEHUS BbiN0
clileNnaHo HeCKOJIbKO LONYLLEHWN:

° Npu aHanu3e poccuickon nporpammbl HC 3a6oneBaHus,
BKJIlOYEHHble B 6a30Byto nporpammy HC (o6ecneynBae-
Myto cybbeKTamu Poccuitckon deaepauun) n paclumpeH-
HbIM HC (o6ecneynBaemblvi 3a cHeT cpeacTB deaepasnbHo-
ro 6to4xeta), 6bI1M 06beUHEHbI U BK/IOYEHbI B aHann3
Kak 3aboneBaHUs poccuncKowm nporpammel HC;

° Mo TEPMUHOM «MeTMUAMaNoOHOBas aungemMus» NoHUMa-
NOCb Hanunyne pasnnyHbix Gopm 3aboneBaHus, B TOM
yucne nedunumnToB Kob6anaMmMHOB Pas3HbIX TUMOB;

° noA TEPMUHAMMU «LUTPYIUHEMUS», «FOMOLIUCTUHYPUS»
W «ranakTo3eMusi» MOHMMaNoCb Hanuyue UMTPYIInHE-
Mui | 1 Il TUNOB, FOMOLMCTUHYPUU, B TOM HUCJIE BbI3BaH-
HOW aeduuMTOM MeTuneHTeTparngpodonaTpesyKkrassl,
M ranakTo3eMun Tunos | 1 Il CoOoTBETCTBEHHO;

e BBMAY 60/bWOro KOMMYecTBa WTATOB C COGCTBEHHbIMU
perMoHanbHbIMM Nporpammamu gaHHele no CLUA npega-
CcTaBJ/ieHbl HA OCHOBaHUKU YHUPULMPOBAHHOIO PEKOMEH-
[floBaHHOro nepeyHs CLUA;

2 TMpukas Munsgpascoupassutia Poccun ot 22.03.2006 N2 185
«O MaccoBOM 06cnefoBaHUM HOBOPOXKAEHHbIX IeTEN Ha Hacnes-
CTBEHHble 3a60N1eBaHMs».

3 TMocraHosnenue Mpasutensctea Pd ot 27.12.2024 N2 1940
«O lMporpammMe rocyaapCTBEHHbIX rapaHTuii 6ecnnaTtHoro oKasa-
HUS rpa)kgaHam MeauLMHCKOM nomolu Ha 2025 roa v Ha nnaHo-
BbIft nepunog 2026 n 2027 roaos».

AMWHOKUC/TIOTONATUU, OPTAHOALIMAONATUH
U HAPYLWWEHUAA OBMEHA MOYEBUWHbI
® HeAoCTaTOYHOCTb APYrUX YTOYHEHHbIX BUTAMUHOB
rpynnsl B (E53.8):
- aeduuut 6uoTUHUAa3bl (4edULUT GUOTUH-
3aBUCUMON KapboKcuiasbl)
— HeAoCTaTO4YHOCTb CMHTETa3bl rofIOKap6oKeunas
(HepocTaTO4HOCTb BUOTUHA)
e apyrue BuAbl runepdenunnanannHemmun (E70.1):
—  AeduumuT cMHTE3a 6MonTepuHa
(TeTparngpobuonTepuHa)
—  AeduuuT peakTMBaLnKn BuonTepurHa
(TeTparnagpobuontepmHa)
® HapylweHns obmeHa Tupo3uHa (E70.2): Tupo3nHemums
e 60/e3Hb C 3anaxomM KneHoBoro cupona (E71.0)
° Jpyrve BuAabl HapyleHWn o6MeHa aMUHOKKUCNOT
C pa3BeTBJIEHHOM Lenbio (E71.1):
— MponuMoHOoBas aunaemus
— MeTuAMasioHoBas aunaemus
aeduunt meTunManoHun-KoA-myTtasbl
HeJoCcTaTO4YHOCTb KoGanamuHa A
HeJocTaToO4YHOCTb Ko6anamuHa B
aeduunt metunmanoHmn-KoA-anmmepassi
HeaoCTaTO4HOCTb KoGanamuHa C
HeJoCTaTO4HOCTb Ko6anamuHa D
— W30BajepvaHoBas aunaemus
—  3-rMapoKcu-3-meTunrnytapoBas
HeoCTaTOYHOCTb
— 6eTa-KeToTMoNa3Has HeJOCTaTO4YHOCTb
® HapyleHns obMeHa cepocoiepKallmx aMMHOKUCAOT
(E72.1): romouMnCTUHYPUSA
® HapylweHus o6MeHa IM3nHa U rmapoKcunn3unHa (E72.3):
— rnytapoBas auuaemus, tvn |
— rnytapoBas aumaemus, tun |l (pubodbnaBuH-
4yyBCTBUTENbHAsA dopma)
° HapylweHus obMeHa LnKIa Mo4yeBUHbI (E72.2)
—  UMTPYAAUHEMUS, TUn |
— apruHasHas HeaoCTaTO4YHOCTb

HAPYLUEHUAA OBMEHA XXUPHbIX KUCJIOT (E71.3)

° epBUYHast KApPHUTUHOBASA HEAOCTaTOYHOCTb

e cpeaHeuenoyeyHasn aunn-KoA-germaporeHasHas
HeaoCTaTO4YHOCTb

e neduunT ANnHHOM uenu aumn-KoA-germaporeHassbl

e neduuUnT o4eHb ANMHHON Lenu aumn-KoA-
aernaporeHasbl

® HeJoCTaTOYHOCTb MUTOXOHAPWANbHOIO
TPUDYHKLMOHaNbHOro 6enka

® HeLOCTaTOYHOCTb
KapHUTUHNanbMuTOUnTpaHchepasbl, TMn |

® HeJoCTaTO4HOCTb
KapHUTUHNanbMuTOUNTpPaHcdepassbl, Tmn |l

® HeJoCTaTOYHOCTb KapHUTUH/
aUMNKapPHUTUHTPAHCIOKa3bl

OPYIME HAPYWIEHUA

® feTcKas CnuHaNbHas MbllleyHas aTpodus, Tnn |
(BepanHra — loddmaHa) u gpyrue HacneacTBEHHbIE
CNWHanbHble MbllleyHble atpodum (G12.0, G12.1)

* nepBUYHble UMMYyHOAEDMLMTLI (D80-D84)

Puc. 1. 3a60neBaHus, BK/IOYEHHbIE B NPOrpaMMy pacliMpeHHoro
HeoHaTaNbHOrO CKPUHUHIa B Poccuitckon depepatiuu

Fig. 1. Diseases included in the enhanced neonatal screening
program in Russian Federation




e B paMKax 0630pa paccmaTpuBanucb 3aboneBaHus,
AMarHocTMpyemble C NOMOLLbIO NabopaTopHbIX Uccne-
JlOBaHUI (He paccmMaTpUBasICs CKPUHUHT Ha BPOXK/AEH-
Hble HapyLlEeHWa cnyxa, 3pEHUs, BPOXKAEHHYIO AMcnna-
3U10 Ta306€ePEHHONO CycTaBa U BPOXAEHHbIE MOPOKHU
cepaua);

e B 0630p BK/OYaIUCb TONIbKO LieNieBble 3a60/ieBaHUs
CKpPUHWHra, 3abofeBaHus, ¢ KOTOPbIMKM MO pe3y/bTa-
TaM CKpPWMHWHIa npoBoauTcs anddepeHumnansHas guar-
HOCTMKA WM KOTOpble MOryT 6biTb AOMOJIHUTENbHO
O6GHapy»XeHbl MpU CKPUHUHIE Ha LeneBoe 3aboneBa-
HWe, B aHanu3e paccMaTpuBaNnChb KaK He BKIOYEHHbIE
B nporpammbl HC.

Mouck uHbopmaunm o nporpamMmmax CKpUHWHra npoBo-

anncs B mae 2025 .

CPABHMUTE/IbHbIA AHAJIU3 3ABOJIEBAHMM,

BK/TIOYEHHBbIX B MPOrPAMMbI HEOHATAJIbHOIO

CKPUHMWHIA B CTPAHAX EBPA3UICKOIO

3KOHOMMYECKOIO COIO3A

Mo pe3ynsbTtatam aHanusa nporpamm HC B cTpaHax EASC
MOXHO caenaTtb BbIBOA O TOM, YTO NepeyeHb 3aboneBaHunn,
BKJ/IHOYEHHbIX B nporpaMmmbl HC B pamKax Coto3a, BO MHOIOM
CXOX C TaKoBbIM B pOCCUMCKOM 6a3oBoi nporpamme HC
(tabn. 1). Tak, Bo Bcex cTpaHax Coto3a BHeapeHa nporpam-
Ma CKPUHWHIa Ha BPOXAEHHbIA TMNOTUPEO3 U GEHUNKETOH-
ypUI0, Npy 3TOM NporpaMmma HauunoHanbHoro HC B Pecny6nvke
Benapycb AONONHUTENBHO BKOYAET afpeHOreHUTanbHbIN
CUHOPOM, raNakTO3emMuI0 M MYKOBMCLMAO3 (TO eCTb BCHO
nporpammy 6azosoro HC B Poccuitckon degepaumnm), a Tak-
e NepBUYHbIE MMMYHOAEDULNUTbI B KayecTBe MUIOTHOrO
npoekTa, a B Pecnybivke ApMeHUs — afgpeHoreHuTanbHbIn
CUHAPOM (TaKKe B Ka4yecTBE MUIOTHOIO NPOEKTa).

CPABHMUTE/NIbHbIA AHAJIU3 COAEPAHUS

NMPOrPAMMbI HEOHATAJIbHOFO CKPUHUHTA

B POCCHU U MPOrPAMM HEOHATAJIbHOI'O

CKPUHUHTA B CTPAHAX OPFTAHU3ALIUHA

3KOHOMMYECKOIro COTPYAHU4YECTBA

U PA3BBUTUA

[ns oueHKW 3apy6exxHoro onbiTa npumeHeHns HC 3a6o-
neBaHus, Bxoaswue B nporpaMmmel HC, 6biin yCNOBHO pas-
[leneHbl Ha cneaytoLLMe OCHOBHbIE rpynmnbl:

® 9HAOKPWHHbIE HAapyLeHHUS;

° HapyweHus obmMeHa aMWHOKMUCNOT (aMMHOKMcoTona-
TUW) M HapyLLEeHMUS 06MeHa MOYEBUHDI;

° HapyweHuss o6mMeHa OpraHMYeCcKUX KMCNOT (opraHoaum-
aonartun);

® HapylWeHUs OKUCIEHUS KUPHbIX KUCIOT;

e apyrve 3aboneBaHus (B ToM yucie Mykosucumngos, CMA
W NepBUYHbIE UMMYHO4EDULMTLI U Ap.).
Bo Bcex cTpaHax, BolWeALWnX B CpaBHUTENbHbIN aHanms,

nporpammbl HC BKAtOYaloT 3ab60/ieBaHMs KaxKaon U3 naTtu

rpynn.

OHAOKPHUHHBbIE HapyLIEeHUA

B poccuickyio nporpammy HC BKlOYEHbl 2 OCHOB-
HbIX 3a60neBaHWA: BPOXK/AEHHbIA TMNOTUPEO3 U apeHore-
HUTaNbHbIK CMHAPOM. AHANOrMYHLIM coCTaB 3aboneBaHui
BXxoAuT B nporpammbl HC BO BCex yKa3aHHbIX CTpaHax,
Kpome BenukobputaHuu: B AaHHOM cTpaHe HC He BKlO-
YaeT ajlpeHoreHuTanbHbii cuHApoM. CneayeT OTMETWUTb,
4YTO HM B OHOM M3 CTpaH, BOLIeAWNX B 0630p, HE BblAENEHbI
ApYyrue aHAOKPWHHbIE HApYyLIEHWS, KOTOPble GbliM Gbl BKIO-
YyeHbl B nporpammbl HC.

AMMUHOKMCNOTONATUMN M HapYyLLEHUA OGMeHa

MOY€EBUHbI

B nporpammy HC B Poccuiickon degepauun BKIoYe-
Hbl 10 3a6oneBaHui (PeHUNKeToHypus, OedUunT BUOTH-
HMAa3bl, 4edULUMT CUHTE3a W peakTuBauun GUONTEpPUHa,
TMposuHemus | 1 Il Tuna®, 6onesHb ¢ 3anaxom KJeHOBOro
cuporna MoYu, FOMOLUUCTUHYPUSA, LUTPYNTMHEMUS, apruHas-
Hasi HeAOCTaTOYHOCTb), YTO AeflaeT ee BTOPOW MO 4uchy
BKJIIOYEHHbIX 3a60M1€BaHUI JAaHHOW KaTeropum nporpamMmmon
HC: B Utanuu B nporpammy HC BKoYeHbl 11 3a6oneBaHum
(Kkpome TOro, 10 3abosieBaHM BKIOYEHbI B aBCTPUUCKYIO
nporpamMmy CKpUHUHra).

B 10 Bpems KaK deHUNKEeToOHypus u 60ne3Hb C 3ana-
XOM KJ/IEHOBOrO cuMpona Mo4u BXoasaT B nporpammbl HC
BO BCeXx cTpaHax, cocTtaB nporpamm HC B OTHOWeEHUU

Beuay oTcytcTBMS B lopsKe yKasaHui O TUNe TMPO3UHEMUM,
Ha KOTopyto NpoBoAnTCA TecTupoBaHue B xoae HC, 6bino caena-
HO JonyLEeHMe O BKIKOYEHUM B POCCUICKYIO nporpammy HC Tupo-
3UHeMKUK KaK |, Tak 1 Il Tuna.

Ta6nuua 1. CpaBHUTENbHAA XapaKTepUCcTUKa 3ab601eBaHNi, BKAIOYEHHbIX B NPOrpaMMbl HEOHATalbHOrO CKPUHKUHIA B CTpaHax

EBpa3nMncKoro aKOHOMUYECKOro coto3a

Table 1. Comparative analysis of diseases included in neonatal screening programs in the Eurasian Economic Union countries

Poccuiickas Pecny6nuka Pecny6nuka Pecny6nuka Pecny6nuka

®depepauusn ApMeHusa Benapycb KasaxcrtaH KbiprboizctaH
AApeHOoreHnTanbHbIi CUHAPOM den. pernoH. (EpesaH) den. - -
BpoKAEHHbIN rMnoTupeos den. dea. den. den. dea.
[anakTo3zemus den. - den. - -
DeHnUNKeToHypus dea. dea. den. den. dea.
MyKoBHUCLMAO3 den. - den. - -
MNepBHYHbIE UMMYHOLEDULMUTDI den. - pernoH. (MuHck) - -
CnnHanbHas MbllleyHasa atpodus den. - - - -
MeTabonMyeckune HapylleHus den. - - - -
NCTOUYHMKM [6] [7.8] (9] [10]

MpumeyaHne. depn. — dpeaepanbHbivi NnepeyeHb 3a60neBaHni; PErMOH. — PerMoHasbHbli NepeyvyeHb 3aboneBaHuin.
Note. Fed (Pepn.) — federal list of diseases; Reg (pernoH.) — regional list of diseases.
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OB30P JINTEPATYPbI

ocCTallbHbIX 3a60N€eBaHMi CyLWeCcTBEHHO pa3nunyaeTcs. Tak,
nommmo Poccuickon dPepepauun, aeduuUMTbl CUHTE3a
M peaKTMBaUWKM OMONTEPUHA BKIKOYEHbI B Mporpammy
HC Tonbko B MTanuu, a aprMHasHas HeJoCTaTOYHOCTb —
B ABCTpun 1 Utanuu.
B npononHeHne K 3aboneBaHUsM, BKJIOYEHHbIM
B poccuickyto nporpammy HC, B AaHHOM KaTteropuwu
BblAENSIOT:
®  APTrMHUHCYKLMHWIOBYIO auMaypuio — BKIOYEHA B NpPO-
rpammy HC B ABcTpuu, AscTpanuun, Utanun n KaHage
(pernoHanbHas nporpamma), CLUA 1 AnoHuu;
°*  rMNepMeTUMOHWHEMUIO — BKIOYeHa B nporpammy HC
B ABCTpuK U lMNonblue;
° Tupo3uHemuto Il TMINAa — BKNtoYyeHa B nporpammy HC
TONbKO B ABCTpanuu.
Bce ocTtanbHble NpoaHann3MpoBaHHbIE CTPaHbl (Kpome
Poccuu, ABcTpun 1 Utanuu) BKoYaloT 8 1 MeHee 3abone-
BaHWM A@aHHOW rpynnbl B cBOW nporpaMmmbl HC.

OpraHoaumgonaTum

B poccunckyto nporpammy HC BKatoveHbl 8 3aboneBa-
HUW: n3oBanepuaHoBas, METUIMaNoHOBas, NPONMOHOBas
aumaemun (aunaypuu), 3-rMApPOKCU-3-MeTurnyTapoBas
HeAOoCTaTO4YHOCTb (CUH. aeduumnTt MI-KoA-nnasbl), Hepo-
CTaToO4YHOCTb CUHTETa3bl rojiokapboKcKnasbl (CUH. MHOXe-
CTBEHHbIN aednunT KapboKecunassbl), rmyTapoBas auuaeMuns
| TMna, rytapoBas auugemus |l Tuna (CMH. MHOXECTBEHHbIH
neduumt aunn-KoA-permagporeHas) n 6eTa-KeToTMonasHas
HeAO0CTaTOYHOCTb.

M3oBanepuaHoBaa auugemus v rnytapoBas auuie-
musa | TMna npeacTaBieHbl B CKPUHMHIOBbLIX Mporpammax
BCEX CTPaH.

lMponnoHoBas M MeTUNIManoHOBas auuMaemMuu BKJIO-
yeHbl B nporpammbl HC B ABcTpuu, ABcTpanuun, Utanuu,
HupepnaHgax, KaHage (Ha permoHanbHoOM ypoBHe), Monblue,
CWA wn dAnoHun (8/11 cTpaH), 3-TMAPOKCU-3-MeTUN-
rnyTapoBasi HeJOCTaTOYHOCTb — BO BCEX YKa3aHHbIX CTpa-
Hax, KpoMe ABCTpuK (7/11 cTpaH), HeAOCTaTOYHOCTb CUHTE-
Tasbl X0/IOKAapboKcKNasbl — BO BCEX YKa3aHHbIX CTpaHax,
Kpome ABcTpun n Kanagbl (6/11 cTpaH).

NMomumo npegctaBneHHbIX B Poccuickon depepaumm
3aboneBaHuit, B ctpaHax OECD npoBOAMTCH TaKKe TeCTU-
poBaHue Ha:

e pgepuunt 3-mMeTUnKpoToHun-KoA-kapboKcunasbl —

B HnagepnaHgax, MNonbuwe, CLUA v AnoHunu;

o nedununt 2-metnnbytnupun-KoA-gerngporeHasbl — TONb-

KO B UTanuu.

Taknum o6pa3om, Poccuitckaas Pegepauns BKIOYa-
eT B nporpaMmmbl HC 8 n3 10 BO3MOXHbIXx 3abGoneBaHui,
B WTanuum BKOYeHbl 9 3aboneBaHW [AaHHOW rpynnbl
(Bce 3aboneBaHus, 3a UCKOYEHMEM aeduunTa 3-MeTun-
KpoToHun-KoA-kap6okcunasbl), B AscTpanuu, [lonbwe
n CLUA BKatoyeHbl Take 8 3aboneBaHui, B HuaepnaHgax
M ANoHMM — no 7 3aboneBaHUi, B OCTallbHbIX CTpaHax —
5 1 MeHee 3ab6oN1ieBaHMN.

HapyweHus o6MeHa XXUPHbIX KUCNOT

B poccurickyto nporpammy HC BKAo4YeHbl 8 3ab60-
neBaHUn (NepBMYHAs KapHUTMHOBAS HEOOCTAaTOYHOCTb
(CMH. oedununUT 3axBaTa KapHWUTMHA, AedUUMT TpaHcnop-
Ta KapHWTWHA), cpeaHelenoYyeyHas, AJNMHHOLEeNnoYeYHas
M O4eHb ANMHHOLEeNnoYeYyHas aumn-KoA-gernaporeHasHole
HeaoCTaTOYHOCTHU, HEJOCTAaTOYHOCTb MUTOXOHAPWANbHOIO

TPUPYHKLMOHANbHOTO 6€enKa, HefoCTaTOYHOCTb KapHM-
TUHNanbMuTOMNTPaHcdepasol I 1 Il Tuna, HegoCcTaToO4HOCTL
KapHWUTUH/aUUNKapHUTUHTPAHCNOKa3bl), 4YTO OXBaTbiBaeT
NoYTK MOJIHbIN NMepeyeHb 3aboneBaHUM LaHHOW rpynnbl,
BKJ/IIOYEHHbIX B 3apybexHble nporpammbl HC (B UTanuu
[ONOMHUTENbHO BKOYEH AePUUMT cpeaHe/KOpOoTKOoLEeno-
yeyHou L-3-rugpoKkcmauymn-KoA-gernaporeHasbl).

M3 BblllenepeyncneHHbix 3aboseBaHMn TOIbKO cpea-
HeuenovyeyHaa auun-KoA-germaporeHa3dHas HegocTaTou-
HOCTb npefcTaBieHa BO BCEX CTpaHax, B OTHOLWEHUM
apyrux 3aboneBaHui HabnwgaTCsa pervMoHasnbHble 0COo-
6eHHOoCTK: 9 cTpaH BK4YUAM B nporpammbl HC anuH-
HOLLeNMOYEYHYI0O M OYeHb [AJIMHHOLenoYeyHyt auni-KoA-
LernaporeHasHylo HefoCTaTO4HOCTb, 8 CTpaH NpoBOAAT
HC Ha nepBUYHYID KAPHUTUHOBYKD HEAOCTATOYHOCTb
(CWH. geduunT 3axBaTta KapHUTUHA, AedUUMT TpaHcnopTa
KapHUTMHA) M HEeAOCTAaTOYHOCTb KapHUTUHNANbMUTOWUI-
TpaHcdepasbl | TMNa, 7 cTpaH — Ha HeaoCTaTO4HOCTb
MWTOXOHAPMANbHOIro TPMOYHKLUMOHANBbHOIO 6€eiKa 1 Hefo-
CTATOYHOCTb KapHUTUHManbMUTOMNTpaHchepasbl Il Tuna;
HeJOCTaTOYHOCTb KapHUTUH/aUUNKapPHUTUHTPAHCIOKa3bl
BK/Ito4eHa B nporpammy HC B 6 cTpaHax.

Takum o6pasom, B HC B Poccuitickon deaepauunu
13 9 BO3MOXHbIX 3a60/IeBaHWi BKJOYEHbI 8, B UTanun —
Bce 9 yKasaHHbIX 3aboneBaHui, B ABCTpUKM, ABCTpanuu
n KaHape — 8 3aboneBaHui (nepedyeHb aHanornyeH poc-
cunckon nporpamme HC), B Monbwe — 7 3aboneBaHuw,
B OCTa/lbHbIX CTpaHax — 6 M MeHee 3abosieBaHUi AaHHOM
rpynnbi.

Apyrue 3a6oneBaHusa

HecmoTpsi Ha To, 4TO AaHHas rpynna no onpeaeneHuto
SIBNAETCH reTeporeHHon, GOJ/bLIMHCTBO CTPaH BblAensioT
B Hee TaKue 3ab0/ieBaHUsl, KaK MYKOBMUCLMAO3, ranakTo-
3emus, CMA 1 nepBuYHble UMMYHOAEPULNTLI. Kpome Toro,
B paMKax peruvoHanbHon nporpammbl . CaHKT-leTepbypra
B Poccuiickon denepaunn BHeapeH HC Ha aeduumt aekap-
60KcHNasbl apoMaTUYEeCKUX aMUHOKUCIOT.

MyKoBMCLMA03 BXOAMT B MPOrpamMbl CKPUHWHIA BO BCEX
pPacCMOTPEHHbIX CTpaHax, KpoMe AMNOHWK, YTO MOMKET ObITb
06YyC/IOB/IEHO 3NUAEMMUONOMMYECKMMU OCOOEHHOCTAMM AaH-
HOro 3a60J/IEBaHWS U PETMOHANbHOM CNELMUKON.

CMA BKtoyeHa B nporpammbl HC B 9 3apybexHbIx CTpa-
HaXx (M [OOMOSHWUTENbHO PEKOMEHAOBaHa ANs BKJIOYEHMS
BO ®paHumm), NnepBrUYHblE UMMYHOAEDULMTEI — B 8 CTpaHax
(M Tak)Ke AOMONHUTENbHO PEKOMEHOBaHbl AN8 BKIOYe-
HUA BO PpaHuuK), ranaktoleMms — TaKKe B 8 cTpaHax,
aednunt gekapbokcmnasbl apoMaTUYECKUX aMUHOKMKCAOT,
NOMMMO Hallel CTpaHbl, BKAOYEH TONbKO B PerMoHanbHyto
nporpammy utanbsaHckoro HC.

[pyrne cTpaHbl TaKXe BK/OYAlOT CKPUHWUHI Ha cneay-
owme 3ab6oneBanus, HC Ha KoTopble B Poccun Ha AaHHbIN
MOMEHT He NPOBOAMNTCS:

° CepnoBuAHOKNEToYHaa 60/Me3Hb — BKJ/OYEHA B MNpo-
rpammbl HC B Bennko6putanuu, lfepmanuu, Huaepnat-
nax, KaHape (pervoHanbHasi nporpamma), ®paHuuu
1 B PEKOMEH0BaHHbIM nepeyveHb B CLLA, a TakKe peKo-
MeHAOBaHa ANa BKAYeHMS B ABCTpanuu;

° MyKoMonucaxapuao3 | Tuna — BK/KOYEH B HaLMOHasb-
Hyt0 nporpammy B HuaepnaHgax 1 B peKOMeH40BaHHbIN
nepeyeHb B CLUA, a Tak)Ke B pernoHasnbHble nporpamMmbl
B Utanun, Kanage 1 AnoHWn, KpoMe Toro, BKJOYEHUE
paccmaTtpuBaeTca B ABCTpanuu;



° ajpeHonenkoauctpodus — BKIOYEHA B Mporpam-
MYy CKpWHWHra B HuaepnaHgax, B peKoMeHLOBaH-
Hbi nepevyeHb B CLUA, B pernoHanbHyl nporpammy
B AINOHUU U UTanuu n pekoMmeHhoBaHa ANS BKIOYEHUS
B ABcTpanuun n KaHage;

e neduUNT TryaHUMAMHOALETaTMETUNTPaHchepasbl —
BK/IIOYEH B pPErumoHasbHyl0 MNporpamMmMy CKPWHWHra
B ABCTpanum M KaHage, a TakXe B PEKOMEH0BaHHbIM
nepeyeHb B CLUA;

e OeTa-TallacCeMUss — BKJlO4EHa B deaepanbHyto npo-
rpammy HC B HugepnaHngax, permoHanbHyto nporpammy
HC B KaHaze u B pekoMeHjoBaHHbIN nepeyeHb B CLUA;

e ©6ones3Hb [lomMne — BK/OYEHa B pernoHanbHble Npo-
rpaMMmbl CKPUHWMHIa B MTanum n 9ANoHUKU 1 B pEKOMEHA0-
BaHHbIN nepeyveHb B CLUA.

Mpoyne gononHUTENbHbIE K POCCUMICKOM Nporpamme HC
3a60neBaHus BKNOYEHbI B HC B 04HOM MK ABYX CTpaHax.

Takum o6pa3om, Bcero 6 3abosieBaHU NpeacTaBieHbl
B MEPEeYHsIX KarKAOoW M3 CTpaH: BPOXKAEHHbIN TMNOTUMPEOD3,
deHUNKeToHypus, 60/1e3Hb C 3anaxom K/JEeHOBOro cupona
MOYM, M30BanepuaHoBas auuaemMus, rytaposas aunmaemMmns
| TMNna mn cpegHeuenoyevyHas auun-KoA-gervaporeHasHas
HeJOoCTaTO4YHOCTb.

Mo ocTanbHbIM 3a60NeBaHUAM B NpOaHaNU3UPOBaHHbIX
CTpaHax BblIIB/IEHbI CYWECTBEHHbIE pa3fnMynsa. B pekomeH-
NoBaHHbIN nepeyeHb B CLUA BKtoYeHbl 33 3aboneBaHus,
B Wtanum B nporpammy depepansHoro HC BKaoye-
Hbl 32 3ab6o0fieBaHMA (B OTHOLWEHWM eulle 9 3anyleHbl
pernoHanbHble NporpamMmsl), B MpPOrpamMmy CKPWHWHra
B Poccuickon Pegepauunn — 33 (BKAYaa geduumnT gekap-
60OKCHNa3bl apoMaTUYECKMX aMUHOKNUCOT), B ABCTpanmm —
31, B KaHage — 30, B ABcTpun — 29, B AnoHun — 30,

PO 10

ABscTpusa 10
ABcTpanus 8

Bennkobputanus 3

lepmaHusn 4

Nranua 11
HuaepaaHabl 4
KaHapa 7
®paHuua 4
MoAbLia 7
CLLA 7
AnoHuna 5

B OHAOKPUHHbIE HAPYLLIEHWA

(=}

AMUHOKMUCAOTONATUN U HAPYLLEHUSA LIUKAG MOYEBUHbI

B HupepnaHgax — 28, B Monblwe — 26, B lTepmaHun — 19,
B0 ®paHuun — 13 1 B BennkobputaHmm — 9 (410 SBAsIeTCA
MWHUMaNbHbIM KOIMYECTBOM) (PUC. 2).

Mpu cpaBHeHWn cocTaBa nporpamm HC B pasnnyHbix
cTpaHax M nporpammbl paclwmpeHHoro HC B Poccuickomn
denepaUmm  MOXKHO c/llenaTb HECKO/IbKO BbIBOAOB.
Bo-nepBblx, Bce 3aboneBaHus, BKJIKOYEHHbIE B POCCUICKYIO
nporpammy HC, nonHocTbio OxBaTbiBaeT TONAbKO WTanus,
B CpefHEeM CTpaHbl He BKJ/YalT B HalLMOHajbHble MPO-
rpammbl HC 11 3a60n1eBaHui, BKIIOYEHHbBIX B POCCUIACKYIO
nporpammy. Npu 3TOM paccMOTPEHHble CTpaHbl BKJOYa-
10T B denepanbHble nporpamMmmbl oT 1 (BenukobpuTtaHus,
®paHuua, FepmaHus) 4o 9 AononHUTENbHbIX 3aboneBa-
HUI, He BxoAaswWwmMx B denepanbHbii HC B Halwen cTpaHe,
npu y4eTe pernoHanbHbIX NporpaMmm — A0 8 3aboneBaHui,
He BKJIloYeHHbIX B nporpammy HC B Poccuu (AnoHus). bonee
noApo6HO cpaBHEHWe 3aboneBaHut, BKIOYEHHbIX B deae-
panbHble W pervoHasbHble NPorpamMMbl Kaxaon U3 CTpaH,
¢ 3aboneBaHusaMM, BKIOYeHHbiMM B HC B Poccuickon
denepaumu, NnpuBeaeHo Ha puc. 3.

B xope npoBeaeHHOro aHanusa Oblv TaKXKe Bblaene-
Hbl HEKOTOpPbIE HaMNpaBfiEHWUS MO BO3MOXKHOMY COBEPLUEH-
cTBoBaHUio nporpammbl HC B Poccuiickon ®epeaumu. Tak,
Hanpumep, ABcTpanus, HuaepnaHibl M PpaHuus NocTo-
AHHO MPOBOAAT OLIEHKY Lenecoobpas3HOCTU paclumMpeHus
nporpamMMm HC ¢ nomoublo NPUMEHEHWS METOA0B OLEHKMU
TexHonoruu 3apaBooxpaHeHus (OT3), Taknum o6pa3om obec-
neynBasi Hambonee aKkTyalbHblM cocTaB nporpammbl HC
Ha BPOX/EHHbIE W/WUAW HACNeACTBEHHble 3a60NEBaHUS.
MpumeHeHne OT3 B HC aBngeTcd BarKHbIM UMHCTPYMEHTOM
ANA 060CHOBaHWA BK/OYEHUA 3ab0/ieBaHUM, MOCKOJbKY
NO3BONSET Y4YUTbIBATb [aHHbIE O KJIMHUKO-3KOHOMMUYECKMUX
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B OpraHoaupponatmm

B HapyLueHUs OKUCAEHWS XUPHBIX kKUcAroT B Apyrue 3aboreBaHUA

Puc. 2. O6uiee KonmyecTBo 3a60eBaHWIN B NPOrpamMmMe HEOHATaIbHOTO CKPUHWHTA B PACCMOTPEHHbIX CTPaHax
Fig. 2. Total number of diseases included in the neonatal screening programs in reviewed countries
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Puc. 3. KonnyecTtBo 3a6onesBaHuit B NnporpamMax HeoHaTalbHOro CKpMHMHIa NpoaHanu3nMpoBaHHbIX CTPaH B CPaBHEHUKU C MPOrpaMmon

HeoHaTaNbHOro CKpMHUHIa B PoccuicKom dDep,epau,MM

Fig. 3. Number of diseases included in the neonatal screening programs in the reviewed countries compared to the neonatal screening

program in Russian Federation

lMpumevaHne. PHC — poccuiickas nporpammMa HeoHaTalbHOro CKpUHUHra.

Note. RNS (PHC) — Russian neonatal screening program.

NnocNeaAcTBMAX pacluMpeHns nporpamMmbl. B To e Bpems
oTcyTcTBME npumeHeHus OT3 ana pacwupeHus nporpamMmel
HC MoxeT 6biTb CBA3AHO C BbICOKOM COLMaNbHOM 3HAYUMO-
CTbl0 JJ@HHOIO BOMPOCA W TAXKECTbIO KIMHUYECKUX nocnea-
CTBMM NpU NO3AHEN OANArHOCTUKE 3a60NEeBaHNN.

Kpome Toro, aHanorMyHo NMAOTHLIM NPOEKTaAM U Peruno-
HallbHbIM MNporpammam Ao BHeapeHusa maccosoro HC
B Poccuitickon ®epepalmm, B cTpaHax ¢ 60/bWNM YUCIOM
060CO6IEHHbIX TEPPUTOPUANBHBIX €AUHUL, U BICOKON POXK-
faemocTblo (Hanpumep, B KaHage, ABCTpannm) NpUCyTCTBY-
eT pasaeneHue nporpamm HC Ha denepanbHyio U peruo-
HanbHble YacTu, a B CLLIA coctaB nporpammbl HC nonHOCTbO
HaxoAMTCH B BeleHWu WwTaTa.

Mo pe3ynbTratam aHanu3a coctaBa nporpamm HC B pas-
JINYHbIX CTpaHax 6biN BblAENEH psj 3ab0/eBaHW, KOTOpble
BKJ/IlOYEHbI B cocTaB nporpamm HC B Tpex u 60snee cTpaHax,
HO OoTCyTCTBYIOT B nporpamme HC B Poccuiickoin ®egepaumm.
K Taknum 3ab6oneBaHUAM OTHOCHTCS:
® apryHUHCYKUMHUNOBas aunaypus (BKIto4YeHa B 6 cTpaHax);
® CepnoBMAHOKNETOYHas aHeMUS (BKNtOYEHa B 6 cTpaHax);
e MyKononucaxapuao3s | Tuna (BKOYeEH B 5 cTpaHax);

o peduumt 3-mMeTunKkpotoHmn-KoA-kap6okcunasbl (BKO-
4yeH B 4 cTpaHax);

° aapeHonenkogucTpodus (BKIYeHa B 4 cTpaHax);

° (GeTa-TanaccemMus (BKa4YeHa B 3 cTpaHax);

o peduuuT ryaHmamHoaueTatMeTunTpaHchepasbl (BKO-
4yeH B 3 cTpaHax);

° 6o0sne3Hb [lomne (BKAOYEHA B 3 CTpaHax).

CBogHaa MHoOpmMaLMUsa O cocTaBe HalLMOHalbHbIX MPo-
rpaMm BCex CTpaH npeacTaB/ieHa B Tabn. 2.

3AK/TIOMEHUE

Takum o6pas3om, nporpamma HC B Poccum 3Hauwm-
TeNbHO pacwupunacb M B HacToslwee BpeMs BKOYaeT
36 3aboneBaHW, YTO [JeNnaeT ee OJHOW M3 caMbiXx Mac-
WTabHblX B MUpe. AHann3 MexayHapo4HOro onbiTa No3Bo-
NFeT BblAENUTb KJOYEBbIE HanpaBieHUs ANns AanibHeNnLwero
pa3BUTUA: BHEAPEHUE OLEHKU MEAULMHCKMX TEXHONOrmm

C LeNblo aKTyanusauumm nepeyHs TecTupyembix 3abone-
BaHWMN, a TaKXe paclWMpeHuUe MUNOTHbIX PEernoHas bHbIX
nporpamMMm c¢ y4eToM 3NUAeMMOoNOorM4ecKnMx 0CoO6EeHHOCTEN
M GUHAHCOBbIX BO3MOXHOCTEN Cyb6beKToB PoccuicKowm
degepaumn. Ansg apHEeKTUBHOIO pacliMpeHus nporpammel
HEeo6X0aAMM CUCTEMHbIM MOAXoA, npearnofaralolWmm pery-
NIAPHYIO aKTyann3aumio TeCTUpYyeMbIX HO3010MMIA Ha OCHO-
B€ K/IMHUKO-3KOHOMMYECKMX aHHbIX, MOAEPHU3aLMIO Ana-
FHOCTUYECKUX METOAOB M noBbllleHne 3GPEKTUBHOCTU
NPOBEAEHUS CKPUHUHTa.
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Y peten ¢ reHepaim3oBaHHON GOPMOI MEHUHIOKOKKOBOM MHGeKUnn (FTOMMU) BbICOK pUCK BOBHUKHOBEHUS KU3HEYIPO-
JKalLMX COCTOSIHUM M NIeTallbHbIX UCXOA0B B TeYeHue 24 4 rocsae MnosiBAeHUs nepBbiX CUMITOMOB 3ab0/eBaHus gaxe
rnpu CBOEBPEMEHHO Ha4yaToM seyvyeHmn. [letn Ao 5 neT BHOCAT 3HauYMTe/bHbIN BKAad B (pOpMMpOBaHUE CMEPTHOCTM
npu FOMMU, nokasatesib KOTOPOK B 6 pasd MPeBOCXOAUT NoKa3aTe/lb CMEPTHOCTH No cTpaHe. JaHHbie 3a 2010-2022 rr.
CBMAETENILCTBYIOT 0 TOM, 4TO 73% Bcex caydyaeB [OMU y neter nepBoro roga »KM3HW nNpuxoasiTcs Ha Bo3pacT 40 9 mec.
3710 nogvYepKnBaeT HEOOGXOAMMOCTb CMELLEHUS] Havasa MPOoBEAEHUs BaKUMHaUWM NPOTUB MEHUMHIOKOKKOBON MHOEK-
uun Ha 6osee paHHUI BO3pacT — HauymHas ¢ 6 Heqg Ku3HW. B Poccurickon ®epepaunn 3aperncTpupoBaHa BaKUMHa
MenKBaapu (MenACWY-TT, CaHopu), umeroLyasi B CBOEM COCTaBe aHTUIEHbI LUTAMMOB MEHUHIOKOKKOB A, C, W n' Y, Hau-
60/1ee pacnpocTpaHeHHbIX B cTpaHe. lpu pa3paboTKe BaKUMHbI BblI1 NPUMEHEHBI COBPEMEHHbIE MOEKY/ISPHbIE TEXHO-
JI0rMmn, YTO NO3BOJINIO YCUIUTb UMMYHOIE€HHOCTb C COXpaHeHneM 61aronpusiTHoOro npoguis 6e30nacHoCT1, B TOM Yynucie
rpy COBMECTHOM MPUMEHEHUU C BaKLMHaMM NpoTuB 15 nHeKumni, n Takum ob6pa3om o6ecneynTb 6bICTPbIA U BbiPaXKEH-
HbIV OTBET Ha 6—7-1 IeHb 0caAe BaKUMHaLMK U peBaKUMHaLUNN, yBENYNTb AINTEIbHOCTb MMMYHHOM 3alymnTbl 40 7—-10 net
rpu pacLumpeHmnn BO3pacTHbIX BO3MOXHOCTEHN NPUMEHEHNS — y AeTeN ¢ 6 Hel KM3HU, MOAPOCTKOB, B3POC/IbIX U MOXUIIbIX
noaen 6e3 orpaHnMyeHns Bo3pacTta. Pe3ynbratbl 23 MexayHapoAHbIX MCCaeqoBaHmi (BKIOYas POCCUMIUCKMNE) NOATBEPIKAA-
10T, 4TO HOBas BakuymHa MenACWY-TT No/IHOCTbIO COOTBETCTBYET KDUTEPUAM BblOOPA BaKLMH AJ151 1JT@aHOBOW UMMYHU3aLnn
MPOTMB MEHUHIOKOKKOBOM MHOEKLMN U C paHHEr0 M1aJeHYE€CKOro BO3pacta MOXET 06ecrneynTb ANTE/bHYI0 9(OEKTHB-
Hyto 3amnTy npotms [OMU.

Knr4eBbie cnoBa: eTn, 3a60/1€Ba€MOCTb MEHUHIOKOKKOBOM MH(pEKLMEN, BaKLMHaLNS NPOTUB MEHUHIOKOKKa, BaKLMHa
MenACWY-TT, BakunHa MeHKBaagn, 9¢ppeKTMBHOCTb MEHUHIOKOKKOBbIX BaKLMH

Ana yntupoBauunsa: KoctmHoB M.M., PenoceeHko M.B. 3awmta npoTMB MEHUHIOKOKKOBOW MHMEKL MU C NepBbiX MecALEB
U3HU 1 6€3 BO3PACTHbIX OrpaHUYeHUn — OTBET Ha COBPEMEHHbIE ANUAEMUONOIrMYECKNE BbI30BbI. [Teguatpuyeckas pap-

makosorus. 2025;22(4):406-418. doi: https://doi.org/10.15690/pf.v22i4.2948

AKTYAJIBHOCTb WHBaNUAau3upyloLLne NnocneaCcTBUA, TaKnue Kak noteps cryxa,
[eHepannM3oBaHHaa GopMa MEHMHITOKOKKOBON MHOEK- amnytauuu, HeBpOJIOTUHECKME W KOTHUTUBHbIE Hapylle-
ummn (FMOMU) gasnsetca ogHUMM M3 Hambonee onacHbIX HUS U MHOXECTBO ApPYrux OCNOXHeHun [2]. B nutepaTtyp-
WHOEKLMOHHbIX 3ab60neBaHM B CBS3W C Henpeackasy- HbIX MCTOYHMKax onucaHo 44 BuAa OCNOXHEHWW nocne
€MOCTbI0 U TAXECTbIO TEeYEHUS, BbICOKUM PUCKOM BO3- FOMU (30 duaunyeckux/HeBponorndecknx n 14 ncmxono-

HUKHOBEHUS U3HEYrPOXKalOLNX COCTOSHUI W NeTanbHbIX rMYEeCKMX/NOBEAEHYECKHMX), MPKU 3TOM 3Ha4YMUTENbHOE Gpems
MCXO[OB: MaLMeHT MOXeT MOorMbHyTb B TeyeHue 24 Y NocneaCcTBMI ANS BbKMUBLUMX U UX CEMEN HYacTO HEA0OLEHM-
nocsie NosiBAE€HUSA NepPBbIX CUMNTOMOB 3aboneBaHuUs aaxe BaeTCS M3-3a HEMOJIHOTLI AaHHbIX M HeJoy4YeTa MEHEE Taxe-
npu CBOEBPEMEHHO HavaTom JfedeHun [1, 2]. Taxkenoe JibIX nocnencTeumm [3].

6pemsa TPMUN o6ycnoBneHO TaKke TeM, YTO Y KaxAaoro B Poccuitckon depepaumnm Bo36yanTeb MEHUHTOKOKKO-
NATOr0 BbIXMBLIErO 60/IbHOrO OCTalOTCA AO0ArOCPOYHbIE BoM UHOeKumnn N. meningitidis exxerogHo 3aHMMaeT nepsoe



MECTO CpeAu OCHOBHbIX 3TUOJIOTMYECKUX areHToB THOW-
HbIX GaKTepuanbHbiX MeHuHruToB (FBM). B 2023 r. ponsd
MEHWHIOKOKKa cpeaun Bo36yautenen N'BM pocturana 50%,
nHeBMOKOKKa — 30%, Haemophilus influenzae tvna b
(Hib) — 4%, yaoenbHbl BeC ApYrux Bo36yauTenen coctaBun
16% [4]. MNpepynpexaeHue pacnpocTpaHeHUs MEHUHTOKOK-
KOBOWM MHbEKLMM Hapsaay ¢ MHEBMOKOKKOM u Hib aBnseTcs
dyHAaMeHTaNbHbIM KOMMOHEHTOM KOMMJIEKCHOrO MOAXO-
[la, KOTOPbIA MOMHOCTbLI COrfacyeTcss ¢ MPUOPUTETHLIMMU
HanpaBfieHUAMW, onpeaeneHHbIMM BceMupHoi opraHusa-
umen 3gpaBooxpaHeHus (BO3) B cTpaTternyeckom nnaHe
MO KOHTPOJIIO U 3NIMMUHALMU MEHUHTUTA [5].

LLInpokni oxBaT BaKuMHauuen Haubonee yA3BUMbIX
KOropT HaceseHus, B MNepBYyl0 o4vepenb, OeTel nepBo-
ro roga u3Hu [6], cTaHOBUTCSA Bce 6o0Jfiee aKTyalbHbIM
B HacTosllee BpemMs B CBA3W C POCTOM 3a60/eBaeMoCTH
B [0- 1 nocTnaHaemunyeckuin nepunog COVID-19. 3a nepuoa
2017-2019 rr. B Poccuiickon deaepaumnm 3a601eBaeMOCTb
MEHWHTOKOKKOBOW WHPeKuMen Bbipocaa Ha 33%, 6biin
BbIIBNIEHbl MPU3HAKKM Havyana nepuoanvyecKoro nogbema
3a601eBaeMoCTH, KOTOpbI Gblf NpepBaH B nepuoj orpa-
HUYUTENbHBIX Mep, CBA3aHHbIX ¢ MaHaemuen COVID-19,
M BO30OHOBW/ICA B MOCTKOBUAHbLIM nepuoa [7]. B 2022 .
B Poccun Habntoganca poct 3abonesaemocty F[OMU 6onee
yeM B 2,1 pasa no cpaBHeHutio ¢ 2021 r., perucTpupo-
Ba/MCb o4aruM c ABymsa M 6Gonee chnydasmu 3aboneBaHus
[7, 8]. B 2023 . 6blAn 3aperncTpupoBaHbl CONOCTaBUMble
nokasartenu 3aboneBaemMoCTM MO cpaBHeHUO ¢ 2022 .
(0,43 n 0,44 Ha 100 TbiC. HaceneHns COOTBETCTBEHHO),
636 cnyvyaeB 3aboneBaHus ®MU no cpaBHeHUO ¢ 646
cnydasmu B 2022 1. [4, 9]. B 2024 r. TpeHA NOBbIWEHHUS
3a60n1eBaeMOCTM MPOAOJIKUACA: NoKkazatenb goctur 0,47
Ha 100 TbIC. HaceneHus, YTo NPEBbIWAET YPOBHU, 3adUK-
cupoBaHHble B nepuoag 2020-2023 rr., ¢ 06WMM YUCSIOM

Mikhail P. Kostinov!’' 2, Marina V. Fedoseenko3: 4

cnyyaeB 694. Ha 16 Ttepputopusix Poccuinckon depepaumm
3a60/1eBaeMOoCTb 6Gblfa Bbllle CPeAHEPOCCUINCKOrO YPOBHS
n coctasnsana ot 0,51 go 2,02 Ha 100 Tbic. HaceneHus [10].
AHann3 anMaeMmnosiorMyeckomn cutyaumn B Havyane 2025 r.
CBWIETENbCTBYET O Aa/IbHEWLIEM €€ YXYALIEHUN: 3a AHBapPb-
Man 2025 r. 3apeructpupoBaHo 1266 cnyvyaes PMMHU,
nokasartenb 3aboneBaemocTtn coctaBun 0,87 Ha 100 TbiC.
HaceneHus, 4YTO Bbille CPEeAHEMHOrONIETHEr0 MNoKa3aTens
B 3,8 pa3za (0,23 Ha 100 TbiCc. HaceneHus) 1 Bbllle YPOBHS
aHanornyHoro nepuoga 2024 r. (0,2 Ha 100 Tbic. Hace-
nenus) B 4,3 pasa. 3a uctekwun nepuog 2025 r. 3aperu-
CTpMpOBaHO 7 rpynnoBbix o4aros MPMU ¢ 31 3aboneBwnm
B 5 cybbekTax (Bonoroackon, PasaHckon, OmcKon obna-
cTax, ropogax Mockse u CaHkT-letepbypre). OT 3a6ones-
LIKX B FPYyNMnoBbIX o4arax MHOEKLMU BbIAENSETCS MEHUHIO-
KOKK ceporpynnbl A [11].

YBennyeHve 3aboneBaemoctu [POMU 6Gonee yem
B 2 pasa Mo CPaBHEHMWIO C aHaANOrMYHbIM NEPUOLOM NpPeabl-
Ayllero rosa, NosiBNIeHME U yBENNYEHME YMCia 04aroB ¢ ABY-
Ms u 6onee cnydaamm FTOMU, nameHeHne ceporpynnoBon
XapaKTEPUCTUKM LITAMMOB MEHWHTOKOKKA, BbIAENEHHbIX
OT 60/bHbIX TOPMU, 1 dopmMpoBaHUE MOHOMPODUIBLHOIO
nensaxa ceporpynnbl A nMpu3HalOTCA NpeanochbliIKaMmu
OCJI0}KHEHHUS AMU[ZEeMUOIOrNYEeCKOH CUTYyaL U1 N0 MEeHUH-
FrOKOKKOBOM MHpeKynn [11].

Hanbonee ys3BMMOM BO3PacCTHOM TpPynnon SABASOTCHA
AeTn mnaguwe 5 neT, y KoTopbix, Mo gaHHbiM 2023 1., 3abone-
BaeMOCTb MEHWHIOKOKKOBOW WMHMEKLMeNn 3aduKcnMpoBaHa
Ha ypoBHe 2,88 Ha 100 TbIC. HaceneHus, YTo B 7 pa3 NpeBbl-
LaeT cpeaHUi NnoKasaTteb 3abonesaeMocTu. Fpynna geten
A0 5 1eT BHOCUT 3Ha4YUTe/IbHbIi BK/1aj B popMmupoBaHue
cvepTtHocTu npu F'OMMU, B 6 pa3 npeBocxoas nokasa-
TeJlb CMEePTHOCTH o cTpaHe [12]. [leTn NepBbIX NET }KU3HU
NVMOMPYIOT Cpean BCEX BO3PACTHbIX FPynn Mo KOJM4YecTBy
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Months of Life and without Age Restrictions — the Response
to Modern Epidemiological Challenges

Children with generalized form of meningococcal infection (GFMI) have a high risk of developing life-threatening conditions and
fatal outcomes within 24 hours of the onset of the first symptoms, even with timely treatment. Children under the age of 5 contribute
significantly to the mortality rate of GFMI, which is six times higher than the national mortality rate. Data from 2010 to 2022 show
that 73% of all cases of GFMI in infants under 9 months of age occur before the age of 9 months. This highlights the need to shift
the start of meningococcal vaccination to an earlier age, starting from 6 weeks of life. In the Russian Federation, the MenQuadfi
vaccine (MenACWY-TT, Sanofi) is registered, which contains antigens of the most common meningococcal strains A, C, W, and Y.
Modern molecular technologies were used in the development of the vaccine, which allowed for increased immunogenicity while
maintaining a favorable safety profile, including when used in combination with vaccines against 15 infections, resulting in a rapid
and pronounced response on days 6—7 after vaccination and revaccination, as well as an extended duration of immune protection
of up to 7-10 years, with expanded age-related applicability for children from 6 weeks of age, adolescents, adults, and the elderly.
The results of 23 international studies (including Russian studies) confirm that the new MenACWY-TT vaccine fully meets the
criteria for selecting vaccines for routine immunization against meningococcal infection and can provide long-lasting effective
protection against GFMI from an early age.

Keywords: children, incidence of meningococcal infection, vaccination against meningococcus, MenACWY-TT vaccine, MenQuadfi
vaccine, effectiveness of meningococcal vaccines
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OCNOXHEHWI, TaKMX Kak amnyTauuu, noteps ciyxa, Cyao-
POXHbIA CUHAPOM, PYOLbl Ha KOXe, NPU 3TOM YeM Maajlle
pebeHOoK, TeM Bbllle PUCK OocfoXHeHuw [2]. Jetn ao 1 ropa
COCTaB/SAOT OKONIO NONOBUHbI (44%) Bcex cny4yaeB 3abone-
BaHWA cpeau aeten 4o 5 neT, npy 3TOM y JeTel NepBoro roga
U3HW PErUCTPUPYETCH CaMblit BbICOKMI NOKa3aTenb 3a60-
nesaemoctu (5,93 Ha 100 Tbic. AeTel AaHHOro Bo3pacTa,
no aaHHbiM 2024 r.) [11, 12], 4To 060CHOBbLIBAET HEOOXOAM-
MOCTb Hayana BaKLMHaLMK Ha NepBoOM rogy xu3Hu. Camoe
paHHee NpUMeHeHWe BaKUMH B Poccuiickon dPepepaumu
B npeablayuwne rofbl MUMeno BO3pacTHble OrpaHuyeHus,
JonycKkas Havyano MMMyHM3auuu TONIbKO C 9-MeCcs4yHOoro
Bo3pacTa [13]. Mexay TeM 3anuaeMmnosiorMyeckne AaHHble
3a nepuoa 2010-2022 rr. cBUAETENLCTBYIOT 0 TOM, 4TO 73%
Bcex cnydyaeB MPMW y neten nepBoro roga XU3HW NPUXo-
[MTCs Ha Bo3pacT Ao 9 mec [14]. 3To 06CTOATENLCTBO MOA-
4YepKnuBaeT He06X04MMOCTb pacLUUPEHUSI BO3MOXXHOCTEH
npuMeHeHUs BaKLJMH ¢ caMoro paHHero so3pacra (6 Hef)
4NS CMeLLEeHNs CXeM BaKLMHaLmMK ¢ 9 mec Ha 6onee paHHue
BO3pacCTHblE KaTeropuu.

Ha BTopom mecte no 3a6oneBaemoct F'OMHU Haxo-
AATCA MNOAPOCTKH U MOJIOAble B3POC/ble, a N0 jeTab-
HOCTM NMAMPYIOT nauueHTbl 45-64 net (34%) n 65 net
n ctapuue (31%) [4], 4To TpebyeT BO3MOXHOCTU UMMYHM3a-
UMK HaceneHus 6e3 orpaHuM4eHus BEpPXHEro BO3pacTHOro
nopora.

O6paluaeT Ha cebs1 BHUMaHWe cTabubHO BbICOKUI YPO-
BEHb NeTanbHOCTH, KoTopbi B 2024 1. coctaBun 15% (ans
cpaBHeHus: B 2023 . — 19%, B 2022 . — 16%) [10].

[aHHble No ceporpynnoBOMy pacnpefeneHuto MeHWH-
FrOKOKKa B CTpaHe §IBASIOTCSA OCHOBOW Ans Bblbopa Bak-
UWH, B TOM 4ucne Ans NNaHOBOW BaKUMHaALWMKM B pamKax
perMoHanbHbIX KaneHgapen v nporpamMm. B cooTBeTcTBMU
C NyHKTOM 6 lNpukasa MuH3gpaBa Poccun ot 06.12.2021
N2 1122H «O6 yTBEPKAEHUW HaALMOHANIbHOIO KaneHaaps
npoduNaKTUHECKUX NPUBMBOK, KaneHaaps npodunaktmye-
CKMX MPUBMBOK MO 3MNMAEMUYECKUM NOKa3aHUaM M NopsaKa
npoBefeHUs NPoPUNaKTUYECKUX NMPUBMBOK», «MpU MNPOBe-
LEeHUU BaKLMHaLMK U peBaKLMHALMM HaceneHns UCNonbay-
l0TCA BaKLMHbI, coAepKalime akTyanbHble ansa Poccuickon
defepaumm aHTUreHbl, NO3BOASAOWME 06ECNeYnTb MaKCK-
MasbHYI0 3QPEKTUBHOCTb UMMYHMU3AL MK, NO JaHHBIM MOHM-
TopuHra Pocnotpe6Haasopa» [15].

AKTya/lbHbIMKW  ceporpynnamMi MEHWHIOKOKKa
B Poccumn B HacTtosiLjee Bpems siBasilotes A, B, C, W, Y,
3NUAEMUONIOrUS KOTOPbIX OTpa)keHa B nybnvkaumsax PbYH
«LleHTpanbHbIn HAWN 3nuaemuonorun» PocnoTpebHaalopa
[4, 12], CaHluH [B], KAWHUYECKUX peKoMeHaaLuax
no MEHWHIOKOKKOBOW WHdeKuun y peten [16], rocyaap-
CTBEHHbIX AOKNlajax O CaHUTapHO-3MUAEMUONOrMYECKOM
6naronofly4nn HaceneHus ¢ ykazaHuem, 41o 83% nHBa3uBs-
HbIX LUITAMMOB MEHMHIOKOKKa B Hallen cTpaHe MOXKHO npea-
oTBpalwatb MNPMMEHEHWEM MEHWHTOKOKKOBOW 4YeTbipexBa-
neHtHon (ACWY) KOHblOrMpoBaHHOM BaKuUuMHbI [7, 10, 17].
BakurHa npoTuB ceporpynnbl B HegocTynHa B HacToswwee
Bpemsl B Poccuiickon deaepaunn, ogHaKo eCcTb yKasaHue,
4YTO TONIbKO B OTHOLIEHMU 36% POCCUMCKMX LUTAMMOB aKTMB-
Hbl 4-KOMMOHEHTHas U 2-KOMMNOHEHTHas B-BaKuuMHbI [17].

3a nepuop 2022-2024 rr. Habn4aNoCb CHUXKEHUEe
4acTOThbl BbISIBJIEHUS MEHMHTOKOKKA Ceporpynnbl A U NOBbI-
LIeHMe YacToThbl BbiiBieHWs ceporpynnbl W, npuyem ¢ 2023 T.
ceporpynna W 6blia goMuHUpytolwen. MNMpn aToMm ypoBEHb
3aboneBaemoctn ®MW, BbI3BaHHOW ceporpynnamu B
n C, He umen TeHaeHuuun K pocty [4, 10]. OgHako B 2025 T.
Ha ¢oHe pocTa 3aboneBaemocTn MPMW, no pesynsratam
nccnegoBaHMM METOAOM MOSMMEPA3HOM LENHOM peaKkuuu
251 npo6hl, BbiAeneHHOW oT nauueHToB ¢ TPMMU, gons cepo-

rpynnbl A coctaBuna 71%, W — 8%, B — 7%, C — 5%, B 9%

cllyyaeB ceporpynna He 6blna onpegeneHa. PopmupoBaHue

MOHONPOOUALHOIO Nen3axka ceporpynnbl A ABNSAETCA TaKKe

NPU3HaAKOM 3MMAEMUOSIOTMYECKOro Hebnarononyyus [11].
CornacHo gaHHbiM BO3, B MMpe npoBoanTCS NiaHoBas

BaKUMHOMNPODUIAKTUKA MEHUHIOKOKKOBON MHDEKLUN cpe-

[V OeTen paHHero Bo3pacTa, a TaKxe NoApoCTKOB M rpynn

pUCKa B OTHOLLIEHUM MEHUHIOKOKKa ceporpynn A, C, Y, W, B,

npu B 3TOM B 61 cTpaHe NpMMeEHSEeTCS KOMOUHMPOBaHHasN

BakuMHa MenACWY, a Takxe B 20 cTpaHax A0MNOJHUTENb-

HO BbIMONHAETCS UMMYyHW3aUuMsa NpoTMB ceporpynn B [18].

TonbKO ANs rocygapctB «MEHUHTMTHOro nosica» APpUKM

BO3 peKomeHAyeT AOMONHUTENbHO NPOPUNAKTUKY NPOTUB

ceporpynnbl X, Bbi3biBalolwen M®MU B atom pervoHe B 2%

cnyyaeB [19, 20]. B psae ny6nvkaunen oTMevaloT Hanuume

clly4yaeB HOCUMTENbCTBA Ceporpynnbl X B HEKOTOPbIX CTPaHax

MUpa, OAHAKO AarKe B YCNOBUAX HECTabUIbHOM 3NUAEMMO-

NIOTMYECKOM CUTyaLMW, CBA3AHHOW CO CMEHOM AOMUHMPY-

OWMX Ceporpynn B pasHbiXx perMoHax, He HabngaeTtcs

pocTa uucna cnyvaeB F®MU ceporpynnel X, a 6binu 3ape-

rTMCTPUPOBAHbl eAnHMUYHbIE ClyYan 3a ANUTENbHbIN Nepuos

HabMIOAeHNS B CTpaHax BHE «MEHUHIMTHOIO nosica» AGpmKM

[21-25]. 310 NoATBEPKAAET, HTO HOCUTENBLCTBO CEPOrPYMMbI

X HanpsMyto He KOPPENUPYET C 3apernMcTpPMPoOBaHHbIMU eAu-

HWYHBIMK cyYasiMKn 3abonesaemoct FOMU BHe aHAEeMMY-

HblX appPUKaHCKMX rocyaapcTB.

B Lenom, NTOMUMO cofepKaHns aKTyaslbHbIX aHTUIEeHOB
MEHWHIOKOKKa, ANs NaHOBOW BaKUMHALMKU AeTer HavnHas
C paHHero Bo3pacTa, MOAPOCTKOB W rPyMnn PUCKa BaxKHbl
cregyolmMe XxapaKTepuCTUKN BaKLYMUHbI, YCTaHOB/IEHHbIE
B KOMM/IEKCE KAMHUYECKMX MCCNeaoBaHWi, NpOBeAEeHHbIX
no BCEMY MUPY, BKAoYas Poccuio, KOTOpble SBASIOTCA Kpu-
Tepuamu Bbibopa [26—-28] ana nporpaMmm pyTUHHOM MMMY-
HU3aLumK:
® BbiICOKasi UMMYHOrE€HHOCTb MPOTUB BCEX BKJOYEHHbIX

B BaKLUWHY Ceporpynn MEHWHrOKOKKa npu 6aaronpwu-

ATHOM npodune 6e30nacHOCTM Nocne NPOBEAEHNS Nep-

BMYHOMN UMMYHU3ALMKU Yy NNUL, B LUMPOKOM BO3PACTHOM

[vanasoHe C Y4eTOM BaXKHOCTH 3alUMTbl AETEN C PaHHe-

ro Bo3pacTa;

° [oKa3aHHasa 3PpODEKTUBHOCTb M Xopolas MnepeHo-
CUMOCTb peBaKUMHauMK, Y4TO MOXET OblTb 0CO6EHHO
aKTyaNbHbIM KaK NS AeTeMl, y KOTOpbIX BaKuMHauus
NPOBOAMTCS Ha MEPBOM rOAY WU3HWU U noTomy TpebyeT
oycTepusauun Ans noaaepKaHus AAUTENbHOMo MMMY-
HWUTEeTa, TaK Uy NOAPOCTKOB U MNaLMEHTOB rpynn pUcKa;

® CKOPOCTb HaCTynmneHWs UMMYHHOrO OTBEeTa Mocfie Bak-

LMHaLUMKW M peBaKLMHaLMK, TaK KaK ObICTPbI MUMMYHHbIN

OTBET BaKeH A1 KOHTPONs BCMblWeK 3aboneBaHus,

HanpuMep, B OpraHn30BaHHbIX KONEKTUBAX;
®  W3yYeHHas LAUTENbHOCTb UMMYHHOrO OTBETA HE MeHee

4—7 net, 4To TpebyeTcs ANS 3aLLUTbl BCEM KOropTbl AeTEN

[0 5 neT npy BaKUMHALMM Ha NEPBOM oAy WU3HM, a TaK-

YK€ MOAPOCTKOB Ha BecCb Nepuof y4yebbl uav BOEHHOWM

CNyX6bl, ecnu BaKUMHaUUA Oblna npoBedeHa B 14 neT,

B COOTBETCTBMM C MpaeanbHblM KaneHgapem npoodu-

NaKTUYECKUX NPUBUBOK, PEeKOMeHAoBaHHbIM CoOl030M

neanatpoB Poccun (CIMP) [29], unn B 16 net, cornac-

HO peKoMeHZauusam Ans nuu, Nogjexalmx npusbiBy

M NONYyYMBLUMX NpUNUCHOe cBuaeTenncTso [30, 31];
® un3yyeHHas IPPEKTUBHOCTbL W  6Ge30MacHOCTb

npu COBMECTHOM MPUMEHEHUU C BaKUMHaAMKU HaLMO-

HanbHOrO KaneHgaps NpPodUNaKTU4YEeCKUMX MPUBUBOK

(HKIMM), a Takke ¢ pekomeHayembimu CIMNP BaKLWHaMu

4Na feTew, vy, NoAPOCTKOBOro Bo3pacTta U BaKLMHamu

ONS nvL, noanexaumx npusbiBy [15, 29-31]. BakuWHbI

ABNAIOTCA MMMYHOOMONOrMYECKMMM Mpenapartamu,



KOTopble TPeBYIOT N3YYEeHUS NOTEHLMANBHOIO BANAHMS

Ha UMMYHOFEHHOCTb M 6€30NacHOCTb NPU Ha3Ha4YeHUU

¢ apyrumu BakumHamu HKIM, Tak Kak npu coBmecCT-

HOM MPUMEHEHUN MOrYT BO3HMKATb AOMOAHUTENbHbIE

HexenaTteNlbHble peaKkuun WUAU CHUMXKEHWE UMMYHHOrO

oTBeTa [32].

NcTopus 4YeTbipexBaneHTHbIX KOHBIOrMPOBAHHbLIX Bak-
UMH NPOTUB MEHUHIOKOKKOBOM MWHPEKUMM Havanacb
B 2005 r., Korga Bnepsble Oblla 3aperncTpMpoBaHa BaKLm-
Ha MenACWY-DT (MeHakTpa, CaHodwu) [33]. B To Bpems co3-
[aHne KOHbIOrMPOBaHHOM BaKUMHbI HA OCHOBE 6efKa-HOCH-
Tena AMdTEPUMHOIrO aHaTOKCMHA ABASNOCH LaroMm Bnepes
B 60pb6€e C MEHUMHIOKOKKOBOW MHMEKLUMEN, TaK KaK No3BO-
JIMNO UCKMNOYUTb HELOCTaTKM MPUMEHSIOWMXCA Ha PbIHKE
nosMcaxapuaHbiXx MEHMHIOKOKKOBbLIX BaKLMH. TaK, BaKLUWHa
MenACWY-DT obecneyvna 3alimTy AeTer C 9 MeC KWU3HM,
BbICOKYIO MMMYHOTF€HHOCTb M 60fee ANUTENbHYIO 3aliuTy
Nno CpaBHEHUIO C NoNcaxapuaHbiMu BakuMHamu [34]. Kpome
TOro, NPUMEHEHNE KOHBIOTMPOBAHHOM BaKLMHbI, B OTIM4ME
OT NoNMcaxapuaHoOM, CHUXKAET ypOBEHb HOCUTENLCTBA M Gop-
MUpPYEeT NoNynaLUMOHHbIM MMMYyHUTET [35]. B Poccumn BaKLUUHa
MenACWY-DT npumeHsetcs ¢ 2014 r. [13].

HecmoTps Ha panbHellwee nosiBNeHUME HOBbIX Bak-
UMH (KOHBIOrMPOBaHHbIX C AMGTEPUNHBIM AHATOKCUHOM
CMR197 unu cToNn6HAYHLIM aHaToKcKMHOM) [35, 36], B mupe
no-npexHemy cylectTsoBana NnoTpebHOCTb ele 6osee ycu-
SIMTb UMMYHOMIOTMYECKYIO 3aluTy NPOTUB MEHMHIOKOKKO-
BOM MHbeKuun (ocobeHHo ceporpynnbl C) y nuL, pasHbIX
BO3PAaCTHbIX KOrOpT.

Hay4Hble pa3paboTku npoaokanuck, M B 2020 T. B Mupe
nosBuMnacb HoBas BakuuMHa MenACWY-TT (MeHKBaadw,
CaHodu), Np1 co3aaHMUK KOTOPOM Gblin cCO6paHbl BCe UMELD-
wmrecs HapaboTKM Bbi6opa 6eKa-KoHblorata v NPUMEHeHb!
MONEKYNapHble TEXHONOrMKU paboThl ¢ aHTUreHamu [37-41].
B KayecTBe 6esika-KOHblOrata 6bls1 Bbl6paH CTONOHAYHbIN
a@HATOKCKMH, 4YTO MO3BOJMIMIO paclWMpUTb BO3pPacTHOM Aua-
nasoH Ans abdEeKTUBHOM 3alMTbl NPOTUB MEHMHIOKOKKO-
BOM MHbEKUMU. [JaHHas MHHOBALMOHHAas BaKLUWHa NpoTuB
MEHWHIOKOKKOBOM WHbEKUMn Oblna 3aperncrpuposaHa
B Poccuickon ®epepaumm B 2022 I. 1 B HacTosilLee Bpe-
MS MMeeT MoKal3aHus ANA NPUMEHEHUS C 6 Hepn XKM3HU
1 6€3 orpaHMyYeHnss BEpXHEro BO3pacTHOro nopora [42].

BaKuwnHa coaepxuT B 2 pasa 60blle aHTUTEHOB MEHUH-
FOKOKKa MO CPaBHEHWIO C APYTMMW 3aperncTpupoBaHHbI-
MW MEHWHIOKOKKOBbIMW BaKLUMHaMW, a TaKKe BKYaeT
B KayecTBe O6eflka-HOCUTENS CTONGHAYHbIN aHaTOKCHUH.
Mpu paszpabotke BakuMHbl MenACWY-TT 6biiM MCNONb30-
BaHbl TaKMe MOMNEKYNSAPHbIE TEXHONOrUKU PaboTbl C aHTUre-
HamK, KaK MHAMBMAYyanbHOe cneunduryeckoe cBA3biBaHUE
6enKa-HoCHTeNs ¢ nonncaxapuaom Kaxkgon ceporpynnbl —
A, C, WnY — B BUIE pelleToK, NPUMeEHEHWE cneLunanbHbIX
MOJIEKYN (cnencepoB), MoanduKaumnsa CTPYKTYpP U yaaneHue
Yy4acTKOB MOSIMCaxapuaoB ANA Ny4ywen KoHblorauuu. 31O
NO3BO/INO MOBbLICUTb MMMYHOFE€HHOCTb, CAeNaTb KOHbIO-
ratbl CNOCOGHbLIMM MPOTMBOCTOATL paspylueHuto [38-42],
COXpPaHUTb 6/1aronpuATHBIM NPodUIbL 6€30MacHOCTU Yy AeTen
C 6 Hep KM3HW, MOAPOCTKOB, B3POC/bIX, MOXKMUbIX U YBENU-
YUTb ANMTENBHOCTb UMMYHHOM 3aLnThbl o 7—10 net [42, 43].

BakuunHonpodunnakTuka MEHUHIOKOKKOBOM WHPEKL MK
6€e3 BO3pacCTHbIX OrpaHM4YeHN 0COBEHHO BaXKHa B HacTo-
duee BpeMsa B CBA3M C yXyALEHUEM 3MMAEMUOSIOrMYECKOM
cuTyauun B Poccuickon ®egepalmm, a BOSMOXKHOCTb CMe-
LWEeHNs Havyana BaKUMHaUMKM C 9 MeC )KM3HWM Ha BO3pacT
C 6 Hel W3HK ABNdeTca Kao4YeBbiM GaKTOpoOM ANs ONTH-
MU3aLMKN 3allUTbl CaMov YSI3BUMOW rpynnbl AeTen NepBoro
roja »KM3HW, cpeamn Kotopbix 73% Bcex cnyvyaeB FIPMU npu-
XOASITCS Ha BO3PACT NEPBbIX 9 MEC KU3HMU.

BakunHa MenACWY-TT NonHOCTbIO OTBEYAET KPpUTEPUAM
Bbl6Opa BaKUMH A4N9 N1aHOBOW UMMYyHU3auuK. [Tporpamma
KJIMHUYEeCKUX nccnegoBaHuil BakumHbl MenACWY-TT oTHO-
CUTCA K OAHOM M3 caMbiX OGLUMPHbLIX Cpean MEHUHIOKOK-
KOBbIX YETbIPEXBANEHTHbIX BaKUMH C [JOKa3aHHbIM 6s1aro-
MPUATHLIM Npoguiem 6e301acHOCTU U UMMYHOI0rMYECKOM
3 PEKTUBHOCTH MPUMEHEHNS BO BCEX BO3PACTHbLIX rpynnax,
BKJ/tO4as AeTeln nepBoro roga »u3Hu. NiccnepgoBaHms npo-
BOAMAKUCH B cTpaHax EBponbl, Poccun, MeKkcuke, TannaHze,
HO)xxHon Kopee, CLUA u apyrux cTpaHax Mupa C yyacTu-
em 6onee 17 TbiC. 4enoBeK. MMMyHOreHHOCTb M 6e3onac-
HocTb MenACWY-TT oueHMBanucb B 23 UCCNefOBaHUAX,
15 13 KOTopbIX BK/AOYANU AeTeN, B CPaBHEHUN C BaKLUMHa-
MW, KOTOpble LIMPOKO NpuMeHstoTcs B mupe: MCV4-CRM
(4eTblpexBaNeHTHaa onurocaxapuiHasl, KOHblorMpoBaHHas
¢ andTEPUNHbIM aHaTokcnHom CRM197 BaKuWHa MpoTuB
MEHWHIOKOKKOBOW MHbeKunn ceporpynn A, C, W, Y), MCV4-
DT (4eTblpexBaneHTHasi KOHbOrMpPoBaHHasa ¢ AUGTEPUNHBIM
aHaATOKCMHOM BaKLWHa NPOTUB MEHUHTOKOKKOBOW MHOEK-
umm ceporpynn A, C, W, Y); MCV4A-TT (4eTbipexBafeHTHas
KOHbIOrMPOBaHHas Co CTONIGHAYHLIM aHaTOKCMHOM BaKLMHa
NPOTUB MEHWHIOKOKKOBOW MHbeKuun ceporpynn A, C, W,
Y), MPSV4 (MEHWHrOKOKKOBas nonucaxapuaHas BaKLMHa
rpynn A, C, W, Y), no au3anHy «He mMeHbluen 3hdEKTUBHO-
CTW», @ TaKXXe OAHO UccnegoBaHWe NO AM3anHYy «NpeBoC-
xoasuien abdeKTMBHOCTM Mo ceporpynne C» N0 cpaBHEHMIO
B BakuuHon MCV4-TT [41-59].

BAKLUMHALMSA AETEW NEPBOIO rofiA }XU3HHU

B 3aBMCMMOCTHM OT BO3pacTa NPMMEHSANUCH cieaytolme
CXEeMbl BaKLMHaLUWUK: C 6 HeA MU3HU A0 6 MeC BBOAWIUCH
2 unu 3 0o3bl NEPBUYHOM CEPUN BaKLMHALMK C nocnegyto-
en peBaKkuMHaLunen Ha BTOPOM FOAY MU3HKU; B BO3pacTe
oT 6 O00 12 Mec MnageHubl BakKUWHUMpOBanucb 1 Ao30#
BaKUMHbI, peBaKLMHaLWa BbINOMHSANACb Ha BTOPOM rogy
HKUBHMU.

Bcero 6b110 3aBeplleHo 6 uccnenoBaHUin, B KOTOPbIX
n3yyanucb UMMYHOreHHOCTb M 6€30MacHOCTb NPUMEHEHUS
MenACWY-TT cpean 6060 MnajeHLEeB Ha4yMHas ¢ 6 Hefl Kn3-
HU B cTpaHax EBponencKoro cot3sa, MeKkcuke n Poccumckon
depepaumun, CLA, Myapto-Puko [42, 45-48].

B o4HOM M3 MccnenoBaHui oueHnBanM MUMMYHOMEHHOCTb
Cepuu NepBUYHOM BaKLMHALMK, COCTOSALEN N3 3 03 BaKUM-
Hbl MenACWY-TT, KoTopble BBOAWM B Bo3pacTe 2, 4 n 6 Mec,
W peBaKLMHUPYIOLLLEN A03bl B Bo3pacTe 12-18 mec B cpaB-
HeHun ¢ npenapatom MCV4-CRM 4yepe3 30 gHen nocne
3-" 1 peBaKUMHUPYIOLLEN A03bI.

B pesynbrate uccnefoBaHus 6611 NPOAEMOHCTPUPOBAH
BbICOKMI ypoBeHb MMMyHOreHHoctu MenACWY-TT nocne
npPoBeAEeHUA NMEPBUYHON CEPUM BaKLMHALMKU U peBaKLMU-
Hauumn (puc. 1, 2). UmmyHoreHHocTb MenACWY-TT 6bina
COMnocTaBMMOM C MMMYHOreHHocTbio MCV4-CRM no Bcem
nokaszarensm, npu aTom npu ncnonb3osaHmm MenACWY-TT
nocne NepBUYHOM BaKuMHaLMK Habaogancs 4OCTOBEPHO
60/€ee BbICOKMM YpOBEHb MMMYHHOrO OTBETa MO CEpo-
NPOTEKLMMN (TUTP CbIBOPOTOYHbIX GaKTEPULUMAHbLIX aHTHU-
Ten (CbA) ¢ ucnonb3oBaHMEM Ye0BEYECKOM CbIBOPOTKM
B Ka4yecTBe UCTOYHMKA 3K30reHHoro komnnemeHrta (YCBA)
> 1 : 8), CEPOKOHBEPCUN, CPEAHErEOMETPUYECKUX TUTPOB
aHtuTen (CI'T) no Bcem 4YeTbipem ceporpynnam — A, C, W,
Y. Mocne npoBeaeHUs peBaKUMHaAUWK TakKe OblanM noa-
TBepaeHbl 6onee BbicOKMe pe3ynbtaTtbl MenACWY-TT
no CePONPOTEKLMMN U CEPOKOHBEPCHM B OTHOLLUEHUU CEPO-
rpynnbl MeHUHIoKOKKa C, a Takxke CI'T — no ceporpynnam
C,W,Y.

B aTOM e wuccnegoBaHMM M3y4anoCb COBMECTHOE
npumeHeHne MenACWY-TT ¢ BaKuMHamu npotuB audre-
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MpoueHT yyacTHUKOB (AeTH ¢ 6 Hep),
AOCTUTLLUX CEPONPOTEKLMM NOCNEe NePBUYHON Cepun BaKLMHaLumn
(Ha 30-i geHb nocne 3-# fo03bl)

CeponpoTeKuus: TuTpbl aHTuten YCbA > 1: 8
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Ceporpynnbl MEHUHIoOKOKKa
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O MCV4-CRM

Puc. 1. lonq aetew ¢ 6 Hef XWU3HU, JOCTUTLMX CEPONPOTEKLUM NOC/e NEPBUYHON cepun BaKLKnHaLmmK (Ha 30-1 feHb nocne 3-i Jo3bl).
Mocne 3-4030BOM NepBUYHON cepumn BakMHaunm MenACWY-TT y geTew B 2, 4, 6 mec nNoKasaTtenn ceponpoTeKLmm Gbliv Bbllle A1 BCex

4 ceporpynn no cpaBHeHuto ¢ MCV4-CRM

Fig. 1. Percentage of participants (infants from 6 weeks of age) achieving seroprotection after primary vaccination series (30 days
after the 3rd dose). After a 3-dose primary vaccination series in infants at 2, 4, and 6 months, seroprotection rates were higher for all

4 serogroups with MenACWY-TT compared to MCV4-CRM

puK, CTONGHSIKA, KOKOLWA, MHAKTUBMPOBAHHOW BaKLMHOM
npoTMB MNOJMOMUENUTA U TEMODUIBHON MHEKUMN Tuna b
(AGKAC-UNMB//Hib), 13-BaneHTHOM BAaKLMHOW NPOTMUB MHEB-
MOKOKKa ([MKB13), potaBupycHon unHbekumn (PB), Bupyc-
Horo renatuta B (BIB), Kopu, anngeMmn4eckoro naportuta
n KpacHyxu (KIMK), setpsaHon ocnbl (BO), BUpYyCHOro renatu-
Ta A (BlA). lMpn aTOM He 6bIN1I0 OTMEYEHO BNAHUSA OQHOBPE-
MEHHOI0 MCMO/Ib30BaHUS Ha UMMYHOTE€HHOCTb M MOSIBIEHMS

OOMNONHUTENbHbIX HEOObIYHBIX 9GDEKTOB B NOCTBAKLMHAb-
HOM nepwuoge [42, 45].

B apyrom uccnepgoBaHuu 6bl10 NMOKa3aHO OTCYTCTBME
B/IMSIHUSE OAHOBPEMEHHOIO BBeAeHMs BaKUMHbl MenACWY-
TT n 4CMenB Ha MMMYHHbIN OTBET [42, 46].

MMMYHOreHHOCTb ¥ Npoduib 6e30MacHOCTU NPUMEHe-
HUA MenACWY-TT y geTten ¢ 2—3 MeC XXW3HU N0 CpaBHEHMIO
Cc BaKuuHon MCV4-CRM, a TaKxe COBMECTHOE MpUMEHe-

MpoLEeHT y4aCTHUKOB, fOCTUTUMX CEPOKOHBEPCUU*
Ha 30-# AeHb nocsie peBakunHauum (12-18 mec)
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Puc. 2. Jons neteit 12-18 mec, 4OCTUrINX cepoKoHBepcumn™* Ha 30-1 AeHb nocne peBaKkuuHauuu. NMocne peBakumHaunn MenACWY-TT
noKasaTenn CepoKoHBepcun™ Bbin conocTasuMbl Ans ceporpynn A, Y, W 1 Bbilwe ana ceporpynnsl C no cpasHeHuio ¢ MCV4-CRM

Fig. 2. Percentage of children aged 12-18 months who achieving seroconversion* on day 30 after booster vaccination. After MenACWY-TT
booster vaccination seroconversion rates* were comparable for serogroups A, Y, W and higher for serogroup C compared to MCV4-CRM

lMpumeyaHne. <*> — cepoKoHBepcus ans ceporpynn A, C, Y u W onpeaensnacb Kak:
° 40K 1L C TUTPOM A0 BaKuMHaumm < 1 : 8 TUTp nocne BakumMHauumn JomKeH 6biTb > 1 : 16;
e [ONS 1L C TUTPOM [0 BaKuMHaumu = 1 : 8 TUTp nocne BakuMHaunm JomKeH 6bii 6biTh B > 4 pa3a 60/blue, YeM TUTP A0 BaKLMHALMK.

Note. <*> — seroconversion for serogroups A, C, Y and W was defined as:
e for patients with pre-vaccination titer < 1 : 8, post-vaccination titer should be > 1 : 16;
e for patients with pre-vaccination titer > 1 : 8, post-vaccination titer should be > 4 times higher than pre-vaccination titer.



HWe ¢ BakuuHamun A6KAC-UMB-BI'B-Hib, AGKAC-UMB//Hib,
NMKB13, PB, BI'B, KKIN n BO u3yyanucb B MccneaoBaHu-
AX, NpoBefeHHbIX B MeKcuke u Poccuinckon depepauymu.
PesynbraThl 6yayT ony6nvkoBaHbl B 2025 1. [42].

B uvccnepoBaHun y MnageHUeB BTOPOro noayroauns
W3HW CpaBHMBaNacb MMMYHOM€HHOCTb MEPBMYHOM BakK-
umMHauun (1 go3a B BO3pacTe OT 6 [0 7 MeC) U peBaK-
uMHMpylowen ao3bl (BBoaMMOW B Bo3pacTe 12-13 Mmec)
MenACWY-TT ¢ MCV4-CRM yepe3 30 gHern nocne Kaxkaoro
BBeJeHusa B Bo3pacTe 6-7 u 12-13 mec. bbin noaTBepK-
[leH CcOnocTaBUMbIN YPOBEHb MMMYHOIEHHOCTM M 6e3onac-
HOCTM BaKUWHbI MenACWY-TT B cpaBHEHWW C BaKLIMHOM
MCV4-CRM Ha ocHOBaHWKW noKasaTtenen ceposiorn4eckoro
oTBeTa Nocfie BaKUMHAUMW M peBaKuuHauumu. lNpu 3ToMm
nocne BakuuHaumn y MenACWY-TT Habntogancs goctoBep-
HO 601ee BbICOKMI ypoBeHb ceponpoTeKkuun n CI'T no cepo-
rpynnam C 1 Y, a TaKkKe cepoKoHBepcuun no ceporpynne C.
[Mocne peBaKkuUMHaUKMKU TaKxKe Habngancsa 6onee BbICOKUIK
ypoBeHb ceponpoTtekumn MenACWY-TT B cpaBHEHUM C ApY-
rov BakuuHon no ceporpynne C n CI'T no ceporpynnam C,
W 1 Y. lMpogeMoHCcTpupoBaHbl 6€30MNacCHOCTb U OTCYTCTBUE
B/IMAHUS HA MMMYHOrE€HHOCTb COBMECTHOrO MPUMEHEHUs
MenACWY-TT ¢ BakumHamun A6KAC-UMB-Hib, A6KAC-UIMB-
BI'B, Hib, MKB13, PB, BI'B, KKI1, BO [42, 48].

Be3onacHocTb BakuuHbl MenACWY-TT 6bina oueHeHa
y 237 He/JOHOLLUEHHbIX AeTel (recTalMOHHbIN BO3pacT MeHee
37 Hep). Pasznuumin B HexenaTeNbHbIX peaKkuuax nocne
BBeAeHus BakuuHbl MenACWY-TT mexay HeAOHOLWEHHbI-
MW OETbMW U [E€TbMU, POAMBLUMMUCH B CPOK, OBGHapyrKe-
HO He 6blno. Kpome TOro, UMMYHHbIA OTBET Ha BaKLMWHY
MenACWY-TT y HeOOHOLIEHHbIX AeTer Obll COnocTaBuM
C TAKOBbIM Y AOHOLLEHHbIX AeTeil. B MHCTPYKLMUKU MO npume-
HeHMIo BaKLUMUHbl MeHKBaadu yKa3aHo, 4TO HeJOHOLEHHbIE
[ETU, KIMHUYECKOE COCTOSIHWE KOTOPbIX ABNSIETCS YA0BMET-
BOPUTENbHbIM, AOMKHbI 6bITb UMMYHU3WPOBAHbI MOHBIMU
[03aMKW BaKLUMHbl B TOM € XPOHOJIOrM4YECKOM BO3pacTe
1 N0 TOMY e rpaduKy, 4TO U JOHOLIEHHbIE 1eTU, HE3aBUCH-
MO OT MaccChbl Tefna nNpu poxaeHuu [42].

BAKLIMHALIUA AETEW

OT 12 10 23 MECSILLEB }XU3HHU

BaKkuuHauuns aeten oT 12 o 23 MeC *W3HWU NPOBOAMK-
nacb 04HOM JO30M.

B uccnepoBaHmm ¢ ydactMem geten BTOPOro rofa *KU3sHu,
paHee He BaKLUMHMPOBAHHbIX MNPOTUB MEHMHIOKOKKOBOM
MHOeKUmnmn, cpaBHmBanu BakumHy MenACWY-TT n MCVA-TT
Nno Au3anHy «He MeHblen abPeKTUBHOCTU». BaKuuHaums
MenACWY-TT npoBoaunacb oaHoKkpatHo. Ha 30-# aeHb
nocne BaKUMHaUWMKM [LONS YYACTHUKOB, LOCTUILIMX CEPO-
npoteKkuunn (HCBA), 6bina conoctaBuma (> 90%) B rpynnax
MenACWY-TT u MCV4-TT. lNpn 3TOM ypoBEHb CEPONpPo-
TeKkuun no ceporpynne C 6bin Bblle NPU NPUMEHEHUK
MenACWY-TT no cpaBHeHuto ¢ MCV4-TT. Mpodunum 6e3onac-
HocTM MenACWY-TT u MCV4-TT 6bin1 conocTaBUMbl Yy IeTen
B Bo3pacTe 12-23 mec. He 6b1/10 3apernctTpupoBaHo Hexe-
naTenbHbIX BAEHUMA U CEPbE3HbIX peaKLMi, KoTopble Npu-
Ben Obl K NPeKpaLlLeH1Io y4acTus B uccnegoBaxum [42, 49.

B apyrom wccnepgoBaHuM NpPOBOAMNOCH CpaBHe-
HMe MenACWY-TT ¢ MCV4-TT y pgetert 12—-23 MeC KW3HMHU,
KaK paHee He BaKLUMHMPOBAHHbLIX MPOTMB MEHMHIOKOK-
KOBOW UHOEKUMM, TaK U AeTel, KOTOPbIM Ha MepBOM rogy
M3HM Obla BBegeHa MOHOBaJsieHTHas BaKkuuHa Men-C.
B o6beguMHeHHOW rpynne nokas3aTenun ceponpoTekuuu
(4CBA) npun npumeHeHun MenACWY-TT 6biiv conoctaBu-
Mbl ¢ MCV4-TT — He3aBWCMMO OT cTaTyca MNepBUYHOM
BaKUMHauun. NoKkasaTeNb CEPOKOHBEPCUM NO ceporpynne
C 6bin1 Bbiwe npu npumeHeHnn MenACWY-TT no cpaBHEHUIO

¢ MCVA4-TT. Y peTert BTOPOro rofa W3HW, paHee He nosny-
YaBLWMX MEHWUHIOKOKKOBYIO BaKUMHY, UMMYHHbI# OTBET
npotue ceporpynnbl C 6bl1 CYLECTBEHHO BbiWe NpU npu-
MeHeHun MenACWY-TT no cpaBHeHuto ¢ MCV4A-TT. dona
nauneHToB C CepoKkoHBepcuen no ceporpynne C cocTa-
Buna 97,1% (95,2; 98,4) npu npumeHeHun MenACWY-TT
(n =490) n 77,4% (72,9; 81,4) npy NpUMEHEHUN BaKLMHbI
MCV4-TT (n = 394). bbin caenaH BbIBO, YTO MCMNOJIb30Ba-
HMe MenACWY-TT y geten 12-23 mMec, paHee He BaKLMHU-
POBaHHbIX MPOTUB MEHWHIOKOKKOBOM MHMEKLMK, a TaKKe
y AeTen, BaKUMHUPOBAHHbIX paHee MOHOBaNIEHTHOM KOHbIO-
rMpoBaHHOM BakuMHOM MenC B TeYeHMe NepBOro roja »Kus-
HU, o6ecneynBaeT 61aronpuUAaTHbIN Npodub 6e3onacHoOCTH
N BbICOKYIO UMMYHOTreHHOCTb [42, 50].

B apyrom uccnefoBaHuMM Cpean AeTen Ha BTOPOM rogy
KU3HW, paHee He MoaydYaBLIMX MEHMHIOKOKKOBYIO BaKLMHY
(n = 701), Habnoganacb conoctaBMmas UMMYHOT€HHOCTb
B CpaBHEeHUM ¢ BaKuUMHOM MenC-TT no ypoBHIO ceponpo-
TeKkumn n cepokoHsepcun (HCBA). MpeBocxoasian apdeK-
TUBHOCTb MO 3aluTe NPOTUMB MEHWHIOKOKKA Ceporpynmnbl
C 6blna NpoaeMoHCcTpUpoBaHa ana BakuuHbl MenACWY-TT
Nno cpaBHeHMIO ¢ BaKLMHOM MCV4-TT no BceM nokasaTtensim:
ceponpoTeKLnn, cepokoHsepcun, CI'T (4CBA), no cpaBHe-
Huto ¢ MenC-TT — no ypoBHio CI'T (4CBA). Mpodunb 6e3-
onacHocTu 6bi1 conoctaBum [42, 51].

CoBmecTHoe npumeHeHne MenACWY-TT “ BaKUMH
ON9 pyTUHHON UMMyHKM3aumun aeten KKIM + BO, A6KAC-UMB-
BIB-Hib, MKB13y geter B Bo3pacTte oT 12 10 23 mec, paHee
He BaKLMHUPOBAHHbLIX MPOTUB MEHUHIOKOKKOBOM MHbEK-
umn, nposoamnocb B Poccuiickon Pepepauunu, HOKHON
Kopee, Tannanae, MeKkcuke.

OgHoBpemMeHHOe BBeAeHWe BaKuWHbl MenACWY-TT
W BaKUMH AN PYTUHHOM WMMMYHM3auUMKW [JeTeKn, TaKux
kak KMNK + BO, A6KAC-UMB-BIB-Hib, NMKB13, He Bnauano
Ha MMMYHOreHHOCTb 06€euX BaKLMH MO CPaBHEHWIO C MUX
oTaenbHbiM BBeaeHueM (puc. 3). MNMpodunnm 6e3onacHoOCTH
MenACWY-TT npu NpMMEHEeHUU OTAENbHO MM COBMECTHO
C PYTMHHO Ha3Ha4YaeMblMK BaKLMHaMK Gbli CONOCTABUMBbI.
Hanb6onee 4yacto coobuaemMbiMu peakumsimm 6binn 60nes-
HEHHOCTb, MOKpPaCHEHWE M OTEYHOCTb B MeCTe WMHbEKLMMU
(puc. 4) [42, 52, 53].

BAKLUMHALIMSA AETEH OT 2 10 9 JIET }KU3HHU

BakumHauusa geten ot 2 Ao 9 NeT KU3HWM NpoBOANMSAach
OJHOW JO30M.

B wuccnepoBaHuMM Mo NepBUYHOW BaKUMHaUWK aeTen
B Bo3pacTe oT 2 Ao 9 net (n = 1000) 6bI10 NOKa3aHo,
4yTO ypoBeHb ceponpoTtekuun 4CBA Ha 30-1 geHb nocne
BaKUMHaUMKM Gbll LJOCTOBEPHO Bbllle y AeTei, MPUBMUTbIX
MenACWY-TT, no cpaBHeHuto ¢ MCV4-CRM no Bcem 4YeTbl-
pem ceporpynnaMm MeHWHIOKOKKa. lpuyem yposeHb CI'T
n cepokoHBepcumn YCBA ans ceporpynn C, W n'Y 6611 4OCTO-
BEpPHO Bhbllle Npu BakumMHauun MenACWY-TT. MNpodunu 6e3-
onacHocTh o6enx BakumMH — MenACWY-TT u1 MCV4-CRM —
Obl/IN CONOCTaBUMbI C TEHAEHUMEN K BONee HU3KOM YyacToTe
TaKMUX HexenaTtenbHbIX peakLmi, KaKk NOKpacHeHUe 1 oTey-
HOCTb B MecTe WHbeKuUuu, npu npumeHeHnn MenACWY-TT
[42, 54].

B wvccnepgoBaHusAX MO peBaKUMHALMK, NPOBEAEHHON
yepe3 3 roga v yepes3 5 fieT nocne NepPBUYHON BaKLMHa-
umm MenACWY-TT, 6bli NPOAEMOHCTPUPOBAHbI HE TONIbKO
3bdEKTUBHOCTb, HO U JOArOCPOYHAA UMMYHOrE€HHOCTb Bak-
umHbl. Mpu peBakunHaunn MenACWY-TT yepe3 3 roga TUTpbI
4CBA > 1: 8 6binn gocTUrHyThbl y 100% y4acTHMKOB B 06eunx
rpynnax uccnegoBanus no ceporpynnam A, C, Y u 97,5%
no ceporpynne W B rpynne MenACWY-TT. lNpu peBaKumHa-
umn Yyepes 5 net nocne nepBuYHOM BakLUuHaumMm MenACWY-
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MNMpoueHT yyacTHUKOB (aeTu 12-23 mec),
AOCTUTLLUX ceponpoTeKkuun Ha 30-i feHb nocne BaKLMHaLUuu

CeponpoTeKuus: TuTpbl aHTuTen YCbA > 1: 8
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O MenACWY-TT
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O MenACWY-TT

l0xHana Kopes u Taunava Mekcuka Poccus
MenACWY-TT + KIK + BO MenACWY-TT 1 MenACWY-TT + A6KAC-UNB-BrB-Hib MenACWY-TT 1 MenACWY-TT + NMKB13 MenACWY-TT
(N=177) (N=87) (N =200) (N=100) (N =200) (N =100)

A 97,7 (94,3;99,4) 92,0(84,1;96,7) 92,9 (87,7, 96,4) 89,9(81,0; 95,5) 83,7 (77,7, 88,6) 90,6 (82,9; 95,6)
©
=
ElcC 100 (97,9; 100) 100 (95,8; 100) 100 (97,6; 100) 100 (95,4; 100) 93,9 (89,5; 96,8) 99,0 (94,3; 100)
Q
§ w 96,0(92,0; 98,4) 92,0(84,1;96,7) 90,3 (84,5; 94,5) 92,4 (84,2;97,2) 94,4 (90,2; 97,2) 95,8 (89,7, 98,9)
o

Y 99,4 (96,9; 100) 95,4 (88,6;98,7) 98,7 (95,4;99,8) 98,7 (93,1; 100) 97,4 (94,1;99,2) 97,9(92,7;99,7)

Puc. 3. lona getein ot 12 o 23 MeC KU3HU, AOCTUTLIMX ceponpoTeKummn Ha 30-# aeHb nocnie BakuMHaunn. CoBMecTHoe BBeeHWe
BaKUMHbl MenACWY-TT v BaKUMH ANA pyTUHHON nMMyHU3auun aetei: KMK + BO, AGKAC-MUMNB-BI'B-Hib, NMKB13 He BAMSN0 Ha ypOBEHb
CeponpoTeKLUM NpU NPUMEHEHUM 06enX BaKLIMH MO CPaBHEHUIO C UX OTAENbHBIM BBELEHUEM

Fig. 3. Percentage of children aged 12 to 23 months who achieving seroprotection on day 30 after vaccination. Co-administration of
MenACWY-TT vaccine with routine childhood immunization vaccines: MMR + V, DTaP-IPV-HepB-Hib, PCV13 did not affect the level of
seroprotection when using both vaccines compared to their separate administration

TT ypoBeHb ceponpoTeKuun coctaBun npaktuiyeckn 100% C OPYrMMKW BaKuMHamu ObliM cOMOCTaBMMbl HE3aBUCUMO

L1719 BCEX CepOorpynn MEHMHIoKoKKa (98,9, 97,7, 100 n 100%
ansa ceporpynn A, C, W n'Y cootBeTCTBEHHO) [42, 55, 56].

BAKLMHALIUA NOAPOCTKOB
BaKuMHaL s MOAPOCTKOB BbIMOMHANACh OAHOKPATHO.
MccnefoBaHua Mo BaKUMHaALMKW WM peBaKLMHaLUKA nL,

ot Toro, BBoauncsa nu MenACWY-TT oTaenbHO WAKM OAHO-
BpeMeHHo ¢ A6kaC, A6kaC-UMB, BakuMHamMu NpoTUB BUPY-
ca nanuiiomMbl 4YeNOBEKa YeTblpex- U AeBATUBANIEHTHbIMU
(BMY4 v BIM49), a TakKe ¢ BakUMHaMM NPOTUB MEHMUHIOKOK-
Ka ceporpynnbl B (4CMenB n MenB-FHbp). NMpodunn 6e3-
0OMacHOCTK OblZIM COMOCTaBUMbl MEXAY rpynnamu, U HOBbIX

npo6nem ¢ 6e30NacHOCTbIO BbIABNEHO He 6bin10 [42, 57, 58].

MonyyeHHble pe3ynbTaTbl 0COOGEHHO BaXKHbI ANS UL, NOA-
POCTKOBOIr0 BO3pacTa C y4eTOM MOBbILEHHOr0 pUcKa 3abone-
BaeMOCTHK B 3TOM BO3PACTHOM rpynne, a Takxe PUCKOB, CBS-
3aHHbIX C NMPOXMBAHWEM B CKYYEHHbIX KONJIEKTUBAXxX B Nepnos
BOMHCKOW CNy»Obl nau y4ebbl. Jlua npM3biBHOro Bo3pacTa
MOryT 6blTb BaKLUMHMPOBaHblI B AETCKOM BO3pacTe MpoTuB
[PMW 1 noaToMy HyXKAaloTCs B NPOBEAEHWM PEBAKLMHALMM,

NOLPOCTKOBOro BO3pacTa MoKasasu aHalornyHble pesysib-
TaTbl, OUEHEHHblE MO BbllEYKa3aHHbIM KPUTEPUAM MMMY-
HOreHHOCTM ¥ 6e30MacHOCTM MNPUMEHEHMA MpenapaTta
MenACWY-TT ¢ npenmyLLeCTBOM B CKOPOCTHU pa3BUTUS NPO-
TEKTUBHbIX YPOBHEN CMeundUYEeCKUX aHTUTEN, ANUTENbHO-
CTV UMMYHHOW 3all1Tbl KaK MUHUMYM Ha NPOTSXEHUK 6 NeT,
[aHHbIX MO COBMECTHOMY MPUMEHEHUIO C APYTMMU BaKUM-
HamMu. MMMyHHble OTBETbl MPU COBMECTHOM MPUMEHEHUM

3anpawuBaembie peakuuu B Te4eHue 7 AHel Nocne UHbEKLUUH,

100 netn 12-23 mec

90 -
80 A
70 A
60 -
50 A
40 A 34,7 34,7

30 - 265 , 25,5 274
o , 15,3 17,9 16,8

0 -

PsoTta

9,5

Jlnuya, y KOTOpbIX BO3HUKNO
> 1 aneHusn, % (95% AN)

79 6,1

PasfpaxuTenbHocTb MoTtepsa anneTtuta AHOManbHbIN Nnay COHNMBOCTb Jnxopapnka

B MenACWY-TT + A6K/C-WMNB-BrB-Hib O MenACWY-TT [0 AG6KAC-WNB-BIB-Hib
Puc. 4. HacToTa pa3BuTUS peaKkLnit, perncTpupyemblx B TeHEHWE 7 AHEN Nocie BaKuMHaumu y geten oT 12 ao 23 Mec n3Hu. MNpodunu
6e3onacHocTU BaKuMHbl MenACWY-TT npu npuMeHeHWM OTAENbHO UM COBMECTHO C PYTUHHO Ha3HavyaeMbiMU BaKUMHaMK Ang geten 6biaum

CconocTaBUMBbI
Fig. 4. Safety profiles of MenACWY-TT vaccine when administered alone or co-administered with routine childhood vaccines were comparable



a TakXe um TpebyeTcsa OLHOBPEMEHHOe BBeAeHue psga
BaKLMH (Hanpumep, NPOTUB MEHUHIOKOKKOBOW, MHEBMOKOK-
KoBOW WHdeKunn, BeTpsaHon ocnbl) [30, 31]. BakuuHauums
WX peBaKuMHauMa MOXeT OblTb npoBedeHa B 14 netr —
B COOTBETCTBMU C MaeanbHbIM KaneHgapem npodunaktnye-
CKMX NPMBMBOK, pekoMeHaoBaHHbIM CIP, unn B 16 net —
COrNacHO peKoMeHAauuam Aas nvu, Noanexawmx npusbiBy
1 NONYYUBLUMX NPUMUCHOE cBUAETENLCTBO [29—-31]. MNoaTomy
UMMYHHasa 3aluTa JO/KHa oxBaTblBaTb BECb NEpuoA y4ye-
Obl MM BOEHHOW CAYXO6bl U COCTaBNATb He MeHee 4—6 neT
C MOMEHTa BaKLMHAUMKN U peBaKUMHaLLMK, 4TO obecneymBa-
eTcsl npuMeHeHneM BakuuHbl MenACWY-TT [42].

BAKLIMHALIUA B3POCJIbIX

BakuuHauusa B3pocnbix (poautenen, aeayllek, 6adyLiek)
npoBoAMIachb O4HOM AO30M.

Mpn BaKUMHALMW MW peBaKLMHALMK B3POC/bIX U MWL
NOXMoro Bo3pacTa (6e3 orpaHUyYeHNss BEPXHErO BO3PACTHO-
ro nopora) 6b11 NoOKa3aH ConocTaBUMbIM UK 60/ee BbICOKMI
UMMYHHbIM oTBEeT BaKLuHbl MenACWY-T No cpaBHEHWIO C Bak-
umMHamn MCV4-CRM, MCV4-DT, MPSVA4. Tpu 3ToM He 6bIno
OTMEYEHO Pa3BUTUS HEOObIYHbIX ABIEHUIM MOcne MMMYHWU3a-
LMK, @ ANUTENbHOCTb UMMYHHOW 3aLUuTbl cocTaBuna 7 net [42].

WHTEHCUBHOCTb ®OPMUPOBAHUA

NMOCTBAKLMHAJIbHbIX AHTUTEN

MHTEHCMBHOCTL HOPMMUPOBAHUA MOCTBAKLMHANbHbIX
aHTWUTEN ycTaHoB/IEHa K 6—7-My AHIO Noc/e BBEAEHWS Bak-
UMHbI MenACWY-TT.

TaK, ObICTPbIA (K 7-My [OHIO) U BblpaxeHHbIM UMMYHHbIH
OTBET Habnogancs Kak nNpu BaKUMHaLMK (YPOBHM Cepo-
npoteKkuun ans ceporpynn A, C, W n'Y cocTaBnsiiiv COOTBET-
CTBEHHO 66,1, 94,9, 96,6 1 100%, cnycts 30 aHen — 89,8,
100, 98,3 1 100% COOTBETCTBEHHO), TaK M NPU peBaKLUM-
HauuKn (Ha 6-1M AeHb YPOBHU CEPONPOTEKUMKU Bbln OYeHb
BbICOKMMW [N BCEX CEporpynn MEHUMHrOKOKKa: oT 96,4
no 98,2%). Ha 30-# geHb NpaKTUYECKU BCe MNPUBUTbIE
unu 6ycTepu3oBaHHble YYaCTHWKK (= 99%) MMenu TUTPbI
4CBA = 1 : 8 ana BCex BaKUMHHbIX CEPOrpynn MeHWHro-
KOKKa. Takum 06pa3oMm, 3awUTHbIH 3PPEeKT BaKLHHbI
HaynHaeT popMHpPOBaTbLCA y)Ke B NepByIlo HeAello nocie
BaKUMHaUMu U peBaKUMHaLUMM, YTO SIBJIAETCSA Ba)KHbIM
npeumMmyLjecTBoM, 0COGEHHO B CUTyaLMsX, TPeGyloWmnx
ObICTPOM 3alUTbl, HAaNPUMeEpP MPU KOHTPOSie BCMbIEK
B 3aKpblTblX/MNOMY3aKpbITbIX cOOOWeEeCTBaX, r4e BaxHa
HemeaNleHHas 3awmTa [42, 57, 58].

ANUTENbHOCTb UMMYHHOM 3ALLUTBI

ONnTenbHOCTb WMMMYHHOW  3alMTbl  COXpaHsaeTcs
no 7-10 ner.

Y peTew, BaKUMHMPOBAHHbLIX MEPBUYHO B BO3pacTe
oT 12 a0 23 Mec XU3HW, Yeped 5 NeT nocne nepBUYHOM Bak-
LUMHauMKM Habnoaanocb COXpaHeHWe WMMMYHHOW 3aliuTbl.
[ons nuy, ¢ Tutpammn 4CBA > 1 : 8 coctaBuna 76% ans cepo-
rpynnbl MEHUMHrokokKa A, 85,1% — pana ceporpynnbl C,
84,6% — nnsa MeHWHrokokka W n 68,8% — ana ceporpyn-
nol Y. JaHHOe nccnefoBaHue elle NpoAoIKaeTcs ¢ Lenblo
OLIEHKM ANNUTENBHOCTM UMMYHHOM 3aLinTbl B TedeHue 10 net
nocsie NepBUYHOM BaKLUmMHauuu [42, 56].

B apyrux pa6oTtax oOueHKa WMMYHHOW 3alliuTbl
yepe3 3-6 et nocne MNepBUYHON CEPUM BaKLMHaLMK
MenACWY-TT nokasana, 4to 6onee 4yem y 50% y4yacTHu-
KOB COXpaHsinacb CeponpoTeEKLMS, NpU ITOM ee YPOBEHb
no ceporpynnam C n W coctaBun 6onee 85% [52, 59].
ONUTenbHOCTb UMMYHHOW 3aluThl n3dyyanacb M B APYrux
nccnefoBaHuax, NO NOCNeAHUM AaHHbIM, OHa cocTaBaseT
oT 7 po 10 net [42, 43, 60].

Bbino npoBeaeHo MogennpoBaHue A0ITOCPOYHHON (40
10 neT) NPOLOMKMTENBHOCTU MMMYHHOM 3alMTbl nocne
nepBUYHOM BaKUMHaUMK oaHOW po3on MenACWY-TT
y Nnogen pasHblXx BO3pacTHbiX rpynn (aetn 12-23 mec
M NOAPOCTKKM / MOfiofble B3pocnble 13—-26 neT) B cpaB-
HeHun ¢ MCV4A-TT u MCV4-CRM. Yepes 10 net nocne
BaKuuHaunun MenACWY-TT nporHo3upyetca 60J/iee BbIiCO-
KWW YypPOBEHb COXPaHEHUS CEPOMPOTEKLMUM MO CPaBHEHUIO
¢ MCV4-TT nocne nepBUYHOM BaKuuHauuu y aeten (77%
no cpaBHeHuto ¢ 17% pnsa ceporpynnbl C, 67% vs 36%
ana ceporpynnbel W), a Take no cpaBHeHuto ¢ MCV4-CRM
nocne NepBMYHON BaKLMHALMK Yy MOAPOCTKOB / MOMOAbIX
B3pPOCbIX 47191 MEHUHTOKOKKa ceporpynnbl C (63% vs 40%).
Ans gpyrux ceporpynn MEHWHIOKOKKa MpPOrHO3MpyloTCH
60nee BbICOKME MM COMOCTaBUMMblE YPOBHU CEPOMNPOTEK-
UM nNpu npuMeHeHun BakumHel MenACWY-TT no cpaBHe-
HUIO C ApyrMmu BakumMHamu MCV4. AHanornyHble BbiBOAbI
OblIn cenaHbl NpuU aHanuMse CpeaHUX reomMeTpPUHecKUX
TMTpOoB. Taknm o6pa3om, BaKuMHa MenACWY-TT npoge-
MOHCTpHUpOBasia aHallOrMYHYIO MM JyHLUYIO BJINTE/b-
HOCTb MMMYHHO# 3alnTbl Yyepe3 10 s1eT N0 CpaBHEHMIO
¢ MCV4-TT n MenACWY-CRM, ocob6eHHO ansi ceporpynn
MeHUHroKokka C u W [43].

CXEMA NPUMEHEHHWA BAKLIUHBbI MENACWY-TT

B 3ABUCUMOCTHU OT BO3PACTA

Cxema BaKLMHaLMKW B NEPBLIN o4 XU3HKU NpeaycMaTpu-
BaeT 06A3aTeNbHYI0 peBaKLMHALMIO Ha BTOPOM FOAY XMU3-
HW, YTO CBSA3AHO C OCOBEHHOCTAMM CTAHOBJIEHUS MMMYH-
HOM cucTembl pebeHKka Ao roga [61]. Mpu BaKUMHALKUK
npotmB MPMWU n apyrux KancynbHbliX 6AKTEPUA MMMYHHbIN
OTBET MOXET OblTb BbICOKMM, OAHAKO TUTP aHTUTEN BbICTPO
CHWXXaeTcs, HaYnHas co BTOPOro rofa *M3HW pacTeT pUCK
3ab6oneBaemocTtn [37]. MoaTtomy ans GopMUPOBAHUSA [0N-
rOCPOYHOM UMMYHHOM 3alunTbl (KaK MUHUMYM 415 3aluTbl
Hanbonee ya3BMMOK rpynnbl geTen 4o 5 net) maageHuam,
NPUBUTBLIM A0 roga, TpebyeTcs peBaKuMHaLMa Ha BTOPOM
roAy *u3Hu. Takon NoAxo4 COOTBETCTBYET MUPOBOWM U OTe-
4eCTBEHHOMN NpaKTUKe GOPMUPOBAHUSA UMMYHHON 3alLUTbl
OT KancynbHbiX 6aKTepun (MEHWMHIOKOKKAa, MHEBMOKOKKa
n Hib) n cornacyetcs ¢ pekoMmeHaauuamm BO3 (tabn. 1, 2)
[15, 29, 35, 62].

Mpn HeobxoaumocTn BaKuuvHa MenACWY-TT moxeTt
MCNOoNb30BaTbCA AN 3aBepWeHns MepBUYHOW Ccepuun
BaKUMHALUMM M AN peBaKUMHaALUWMK NUL, paHee MoyyuB-
WwKx BakuuHy MCV4-DT, KoTOpas LWMPOKO MnpuMeHseTcs
B Poccuiickon depepaumu.

TEXHOJIOrUsl NTPOU3BOACTBA BAKLUHbI

Mpn PyTUHHOM NPUMEHEHUN MMMYHOBMONOTMYECKMX Npe-
napatoB NepBoCTENEHHOE 3HAa4YeHWE UMEIOT CPOK FOHOCTH,
YCNOBUSI XpaHeHUs M yaobCTBO MPUMEHEHUS. TexHonorus
nponsBoacTBa BakumHbl MenACWY-TT o6ecneymMBaeT noBbl-
LIEeHHYyt0 cTabuNbHOCTb NpenapaTta W, Kak cneacrteue, 6onee
ONUTENbHBbIK CPOK XpaHeHus — 4 roga. TakXe BaKuMHa
MenACWY-TT o6nagaeTt CTOMKOCTbIO XapaKTEPUCTHK B cllyyae
BPEMEHHOI0 HapyLLIEHWS XON0/10BOM LIEMU U MOXKET XPaHUTb-
cs1 Ao 72 4 npu temnepatype ao +25 °C [42]. BakunHa Bbiny-
CKaeTcs B yqoOHOM N5 BBEAEHMS MOJIHOCTbLIO XKUAKoM popme,
He Tpebysl A0NONHWUTENbHOM NOArOTOBKM B BUAE €€ pa3Beae-
HUS, TaKMM 06pa3oM MpeaoTBpallas PUCKM MPOrpamMMHbIX
OWMBOK MMMYHU3ALMK B BUAE CHUMKEHUA IDPEKTUBHOCTHU
npenapara, CBA3aHHbIX C BOCCTAHOBNEHWEM NMOdUIM3ATA,
4TO B TOM Yucne NO3BOASET NOAAEPKMBATb MPUBEPKEHHOCTD
BaKuUWHauuun [44, 65]. JlokanbHOe NPOU3BOACTBO BaKLMHbI
Ha TeppuTopun Poccuickon dPepepaumn OcyllecTBAsSETCA
oTeyecTBeHHOM KomnaHuen 000 «HaHonek».

PEDIATRIC PHARMACOLOGY. 2025;22(4)

NEANATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 4



REVIEW

OB30P JINTEPATYPbI

Ta6nuua 1. PekoMeHayeMmble cxeMbl NpUMeHeHnsa BaKUMHbl MenACWY-TT [42]
Table 1. Recommended MenACWY-TT vaccination schedules [42]

Bo3pacTt npu BBeAeHUU nepBon

NMepBuYHaA BaKuMHaLUA PeBaKuuHayus

803bl

[eTtn B Bo3pacTe
OoT 6 Hea Ao 6 mec

3 103bl C UHTEPBAIOM
He MeHee 2 MecC

1 03a Ha BTOPOM roAy *M3HU (0T 12 Mec), MHTepBan MeXAy Kypcom
NepBUYHOM UMMYHU3AUMN U peBaKLUHaLMEN He MeHee 2 MeC

[eTn B BO3pacTte
oT 6 00 12 mec

1 n03a Ha BTOPOM FO4Y *M3HU (0T 12 Mec), MHTepBan MeXAY Kypcom

1 no3a o .
NepBUYHOM UMMYHU3AUMN U peBaKLMHaLMEN He MeHee 2 MeC

nua B Bo3pacTte 12 mec
1 cTaple

Nnyam, paHee BaKUMHUPOBaHHBIM NPOTUB MEHWMHIOKOKKOBOM

1 no3a %
MHbEKLMW, MOXKET NPOBOANTLCS PEBAKLMHALMNS

lNpumeyaHne. <*> — NpoBefeHne peBaKLMHaLMK MOXeT noTpeboBaTbes [6, 42, 61, 63, 64]:

nvMLam onpeaeneHHoro Bo3pacra, Hanpumep, NoAPOCTKaM, BKIOYas L, NPU3bIBHOrO BO3pacTa, CTyAeHTam, NPoXMBaloLwum B oblie-
WTHAX; TMLLAM MOXKWUIOro BO3pacTa;

Meapa6oTHUKaM;

Mpv Noe3aKe B PErMOH C BbICOKOM 3a60/1€BAaEMOCTbIO (ManoMH1KaM Xaax), paHee BaKLIMHWPOBAHHbLIM NPOTUB MEHUHITOKOKKOBOM MHbEKLMK;
nauueHTam rpynn MeauuUMHCKOro pucKa: MMMYHOKONPOMETUPOBaHHbIM (BUY-MHGULMPOBAHHBLIM, C NEPBUYHBIM UMMYHOAEDULNUTOM,
BKJIl0YAs BPOXKAEHHbI AeDULNT KOMMOHEHTOB KOMM/EMEHTA, aHAaTOMUYECKYIO0 MU GYHKLMOHANbHYIO acnieHuio, CepnoBUAHO-Ke-
TOYHYI0 aHeMMUIo, NaLMeHTaM Ha Tepanuu aKyIM3ymMa6om peBaKLUMHaLWs NPOTUB MEHUHTOKOKKOBON MHBEKLIMM MOXKET GbiTb PEKOMEH-
foBaHa Kaxable 5 net;

npu yXyalweHUn anuaeM1Uonortyeckoin CUTyaLun B permoHe npoxKuBaHus.

Note. <*> — booster vaccination may be required [6, 42, 61, 63, 64]:

in specific age cohorts, for example, adolescents, including military conscripts, students living in hostels, elderly people;

healthcare workers;

when traveling to regions with high disease incidence (Hajj pilgrims), who were previously vaccinated against meningococcal disease;
in medical risk groups based on medical indications: immunocompromised patients (HIV-infected individuals, those with primary
immunodeficiencies, including congenital complement component deficiencies, anatomical or functional asplenia (including sickle cell
anemia)), patients receiving eculizumab therapy may be recommended meningococcal revaccination every 5 years;

in case of deteriorating epidemiological situation.

Ta6nuua 2. PekoMeHayeMmble cxeMbl NpuMeHeHnsa BaKLMHbl MenACWY-TT B 3aBMCMMOCTM OT BO3pacTa Havyana nepBUYHON cepumn
BaKUMHauuu [42]
Table 2. Recommended schedules for MenACWY-TT vaccine administration depending on age at the start of the primary vaccination

series [42]
MepBU4Haa cepus UMMYHU3aLUK PeBaKuuHauus
vi v2 V3 RV

1,5 mec (6 Hep) 3,5 mec 5,5 mec oT 12 mec

2 mec 4 mec 6 mec ot 12 mec

3 mec 5 mec 7 mec ot 12 mec

4 mec 6 mec 8 mec ot 12 mec

5 mec 7 mec 9 mec ot 12 mec

6 mec - - oT 12 mec

7 mec - - oT 12 mec

8 mec - - oT 12 mec

9 mec - - oT 12 mec

10 mec - - oT 12 mec

11 mec - - o1 13 mec

12 mec 1 cTapue - - — (Np¥ HEO6X0AMMOCTH)

3AKJ/TIIOMEHME YECKUX MeponpusATUiA co3[acT AOMNONHUTENbHbIE YCNOBUS

B cootBeTcTBMM C [naHOM MeponpuATU no peanunsa-
unn Crpaterun pasBuTUS MMMYHONPOOUNAKTUKU MHDEK-
LMOHHbIX 60ne3Hen Ha nepuoa ao 2035 roaa, npuvopuTeT-
HOM WHbeKuMnen, ang 3awWuTbl OT KOTOPOW MNaHupyeTcs
pacwwupeHne HKIM, aBnseTcs MEHUHIOKOKKOBasi MHObEK-
UMS N0 NPUYMHE BbICOKOW CMEPTHOCTU U MHBaNMAU3aLMUK.
PeweHne o BKAOYEHMM BaKLMHALMU NPOTUB MEHUHIOKOK-
KOBOM WMHOEKUMM B PYTUHHYIO MNporpammy npodunakTu-

Nno AOCTMXXEHMUIO onpeaeneHHbix MpesnaeHTom PoccuicKon
denepaunn HauMOHANbHbLIX LUENen MO COXPaHEHUIO Hace-
JIEHWS M YKPENJIEHUIO 3[0POBbSA Fpa)kaaH, a Takxe o6yaer
crnoco6CcTBOBATbL peanu3alunn Kl4YeBbIX 3adady gemMorpa-
DUYECKON MONMUTUKMK.

Pe3ynbraTbl MHOFOYUCNEHHbBIX UCCNEA0BAHUI NPUMEHE-
HUA BaKUMHbI MenACWY-TT, KOTOopble NPOBOAUINCL B MUPE
n Poccun, mokazanu, 4TO MpPU NEPBUYHOW BaKLMHALMUK



MHAYLMPYETCS BbICOKUA MMMYHHbI OTBET B OTHOLIEHUMU
aKTyanbHbIXx B Poccuiickon degepauuun ceporpynmn MEeHWH-
rokokka A, C, W, Y y geTewt ¢ 6 Hea *W3HW, NOAPOCTKOB,
B3POC/bIX U MOXMUAbIX 6€3 BO3PACTHbIX OrPaHUYEHUI; C Npe-
BOCXOASALEN MMMYHOrE€HHOCTbIO B OTHOLUEHWUM Ceporpymn-
nbl C MO CpaBHEHUIO C BaKUMHaMW, TaKxXKe coaepKawumu
CTONGHAYHbIV @aHAaTOKCUH B Ka4eCTBE KOHblorata. [pu peBak-
LUMHaLUMK UL BCeX BO3pacTHbIX KaTeropun obecneyvsa-
€TCsl ObICTPbIA U HaMNPSXKEHHbIM UMMYHHbIX OTBET MNPOTUB
N. meningitidis ceporpynn A, C, W, Y He3aB1UCMMO OT BaKLMK-
Hbl, KOTOpas Ucnofb3oBanacb paHee 419 NePBUYHON UMMY-
HU3aLMK, C AOCTUKEHUEM YPOBHS ceponpoTeKuunn o 100%.
3alnTHbIN 3bdPeKT dopmupyeTcs 6bICTPO, B OCHOBHOM YXKe
B NepBY0 HeAENo Nocne BaKUMHaLUMK U peBaKuMHauuu (Ha
6-7-n [eHb), a ANNTENbHOCTb UMMYHHOW 3allMTbl MPOTUB
BCEX BK/IOYEHHbIX B BaKLMHY CEPOrpynn MeHWHrOKOKKa
cocTtaBnsieT 7-10 net. MNoaTBepaeH GNaronpuUATHbIA NPo-
dunb 6e3onacHocTn BaKuuHbl MenACWY-TT, conoctaBu-
MbIA C APYTMMW MEHWMHTOKOKKOBbLIMW BaKLMHaMK NPOTMB
ceporpynn A, C, W, Y. OgHOBpeMeHHOe BBe[EeHWE C Bak-
UMHaMK npotne 15 nHpekuunn (Koknwow, audrepus (¢ non-
HbIM Y YMEHbLIEHHbIM COAEPXKAHNEM aHTUIeHOB), CTONBHSIK,
nonnomMuenuTt, remoodusibHaa MHbeEKUKUsS Tuna b, renaTtut B,
renatut A, MHEBMOKOKK, KOpb, KpacHyxa, anuaemMu4yecKum
napoTuT, BeTpsiHas ocna, poTaBuMpyC, BMPYC ManuiioMsl
YyenoBeKa, MEHMHIOKOKK ceporpynnel B) He oKa3biBaeT BAU-
AHUS Ha UMMYHOreHHOCTb M Npoduab 6e30NacHOCTU Bak-
LMHaLU M.

PesynbTaThl nccnefoBaHum noaTBEpPXKAAIOT,
yto MenACWY-TT (MeHKBaadu) NofHOCTbIO COOTBETCTBY-
eT KpuTepusam BbiGopa BaKUMH AN NAaHOBOW MMMYHM3a-
LMK M HayMHas ¢ 6-HeaenbHOro Bo3pacta MOXeT obecne-
YUTb ANUTENbHYID 3bPEKTUBHYIO 3awWwuTy npotuB TOMU.
MpUMEHEHNEe KOHBIOFMPOBAHHOM BaKUWHbI B PYTUHHbIX
M MHAMBMAYaNbHbIX CxeMax BaKuMHauuW AeTen ¢ nepsbix
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NMoaxoabl K AUArHOCTUKE
U peabunutTaLuMm jeTten Cc TYyroyxoctblo
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ABTOD, OTBETCTBEHHbI 3a NEPENUCKY:

CaBesibeB EBrennit CepreeBny, acnupaHT Kadeapbl 0TOPUMHONAPUHIONOrMK POCCUMICKOrO YHUBEpCUTETa APYXO6bl HAPOAOoB WM. MaTtpuca Jlymym6bl,
MIafWniA HayYHbIA COTPYAHWK HallMOHaNbHOTO MEAMULIMHCKOTO UCCNEL0BATENbCKOrO LIeHTPa OTOPUHONAPUHIONOTMH

Appec: 117198, MockBa, yn. Muknyxo-Maknas, 4. 6, e-mail: savelevzheny@yandex.ru

CHMKEeHUe cryxa y AeTel, BK/KoYasl TYroyxoCTb M [yXOTy, NpeACcTaBasieT co60/ Cepbe3Hyl0 MeAMKO-coLMaibHyo Mpo6-
nemy. YXyaleHme c/iyxoBoH QyHKUMM Yy pebeHKa MOXKET NPpUBECTU K 3aepPIKKaM B YMCTBEHHOM M PEYEBOM Pa3BUTHM.
Y106kl n36€exKaThb CI0KHOCTEN C couMallbHON aZlantaynen, KpamHe BaXKHbl NpoQUiaKTMYecKne Mepbl 1 CBOeBPeEMEHHas
AMarHOCTUKa CHMXEHUS cayxa. B cTaTbe paccMaTpuBalOTCs KYeBble METOAMKU AMArHOCTUKM [YXOTbl U Tyroyxoctu
y aeten, yaensieTcss BHUMaHue rpobiemMaTmKe e4eHuss JeTei ¢ OCTPON U XPOHUYECKOM CEHCOHEBPAasIbHOM (HENPOCEHCOP-
HO#) TYroyxocTbto, 06CY)KAaKTCS BOMPOCH! XMPYPru4E€CKOro A€4eHMs ryXoTbl y A€TEeH METOAOM KOXJ1€apHON MMMAaHTaLMUM.
lpu 3Ha4YUTENILHOM MOTEepe ClyXa Man ryxoTe KoxJaeapHas MMIIaHTalUus 3apeKoMeH0oBaa cebsi KaK Hanbosiee apopek-
TUBHbIN METOA peabuantaymuu n coumasibHoM agantaummn pebeHka. Aetu ¢ IV cTeneHbto TYroyxocTu v riayXoTou MOryT MoJIHO-
LJEHHO pa3BMBAaTbCsl U MHTErPUPOBATLCS B O6LECTBO MPK YCreLHO NPOBEeAEeHHON onepaLmnmn KoxaeapHou nMmnaaHTaymm
M KayeCcTBEHHOM nocaeonepaLmnoHHoN peabuantaumm. [laHHas cTaTbs COAEPIKUT OCHOBHbIE CBEAEHMS, KOTOPbIE JOJIXKHbI
6bITb U3BECTHbI Negnatpam U 0TOPUHOAaPUHIoaoram npu pabote ¢ AeTbMU C rJ1ly6OKOH CEHCOHEBPAJIbHOM NoTEPEN Cy-
Xa. KoxneapHas umnnaHtaums npeactaBaseT coboi nepeoByto 1 pesyabTaTuBHY0 METOAMKY, KOTopas NoMoraeT AEeTAM,
cTpajgatoLmnm OT CEHCOHEBPAJIbHOM TYroyxoctu IV cTeneHmn 1 rayxoTsi.

KnioyeBble cnoBa: KoxsieapHass UMIMIaHTaums, CeHCOHeBpasbHas TYyroyxocTb, HAcTpO#Ka fpoueccopa Kox/jeapHoro
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REVIEW

OB30P JINTEPATYPbI

AKTYAJZIbHOCTb

TyroyxocTb M rnyxota y AeTel — aKTyalibHas He TOJbKO
MeAuLMHCKas, HO 1 coumanbHasa npobnema. TyroyxocTb y AeTen
COMPOBOXJAETCA 3aEPKKON YMCTBEHHOIO U PEYEeBOro pas-
BUTUS, KOTOPbIE HapyllaloT KOMMYHUKaTUBHbIE GYHKLMK [1].
[nMy6oKas u Tsenas TyroyxoCTb CKa3blBaeTCsHd Ha 06y4eHUu
[eTert U ux o6LEHMM B COLMYME, BAUSIET Ha coLManM3aLmio
pebeHKa u ero passuTtue. [podmnakTnka, NpaBuabHasa auar-
HOCTMYECKas M NeyebHas TaKTMKa Heo6GXoAuMbl ANS npea-
oTBpalleHnss npobnem MHTerpaumn pebeHka B 06WECTBE
[2, 3, 4]. leTn C TYroyxoCTbld MOFYT CWJIbHO OT/MYaTbCA
OT 3[10POBbIX AETEN-CBEPCTHMKOB [5]. Y ManeHbK1x AeTen peyb
CWbHO 3@BUCUT OT MOPOroB C/yXa M COCTOSIHUSI MHTENNEK-
TyanbHOro pa3BuTUA. pyM XPOHUYECKOW CEHCOHEBpPasbHOM
(HenpoceHcopHow) Tyroyxoct (CHT) onTumanbHbiM METOA0M
NMOMOLLM SBNSETCH CYyXONPOTE3MPOBaHUE, TO €CTb Mpume-
HeHne uMdpoBbIX cnyxoBbix annapatoB (CA). BbisBneHue
pebeHKa C He3HaYUTeNbHOM TYroyXOCTbio OGblBAET CNOMXHbIM,
TaK KaK TYroyxocTb MOPOW Masio3aMeTHa Ha HadvafbHbIX 3Ta-
nax ansa poautenen pebeHka. [JeTCKMIN 1 NOAPOCTKOBbLIN BO3-
pacT — KPWTUYHbIA NEepuoA, Korga Kak pas v pa3BuBatoTcs
KOrHUTUBHbIE GYHKUMK [6]. Mpu BblpayKeHHOW notepe cnyxa
nepuenTUBHOrO XapaKTepa KoxfieapHas umnnaaHTauusa (KW)
ABNAeTCs cambiM 3QGEKTUMBHLIM CNOCO60M peabunutauunn
W colManbHOM aganTaumm pebeHka [7]. TexHonorun KU aktme-
HO pa3BwuBatoTcs. Mpruyem nporpecc MAET No BCeM Hanpasne-
HUSIM: PaHHSS AMArHOCTUKA M OTOGOP AeTen ANa XMPYPruyecKo-
ro sle4eHnsl, TEXHUYECKOE YCOBEPLIEHCTBOBAHNE BHYTPEHHEN
M HapyXXHOM YacTeW KoxlieapHbIX UMMNIAHTOB, TEXHUKKU NPO-
BeAEHMSI ONepaTMBHOIO BMeELWIATENbCTBA, a TaKXe peabu-
JIMTALMOHHBbIX MeponpuaTuin [6]. 19 NONHOLEHHOro pa3Bu-
TUS OeTer C ryxoTon M TyroyxocTbto IV cTteneHn TpebytoTcs
He TOJIbKO XOPOLLO BbINOSHEHHas onepaumsa KW, HO 1 CNoXHbIN
NnocneonepaLmnoHHbii peabunnTaLuoHHbIM NEPMOoa, KOTOPbIN
BK/OYAEeT B ce6s1 NpaBW/IbHYID HACTPOWKY pPe4vyeBOro npo-
Lileccopa Kox/leapHOro MMMIaHTa, MoMOLLb, B KOTOPYIO BXOASAT
3aHATUA € cypaoneaaroramMu, foroneaamu, MCUxonoramu,
POAUTENSIMU, My3blKabHbIMU U COLMANbHBIMU PAaGOTHUKaMMU.
BONbIKWHCTBO CMNeuuannMcToB CYUTAIOT, YTO peabuauTaums
ABNSETCA BaXHENWMM 3TanoMm nocsne npoBefeHHOro xmpypru-
YecKoro fieyenus [8, 9.

ANUAEMHUONIOrUsa

[oknap no npobnemam cnyxa BcemupHon opraHnsdaumm
3apaBooxpaHenuns (BO3), onyb6nnkoBaHHbIM B 2021 1., NoKa-
3an, 4To B Mupe 6onee 1,5 mnpa nogen MMeT pasivyHble
BUAObl CHUXEHMS cnyxa, n3 Hux 6onee 430 MAH YenoBeK
HYXXJaloTCA B MPOBEAEHUW PeaGUIUTALMOHHBbIX MEepPOonpwu-
atun [1]. HapylweHune cnyxa B paHHeM BO3pacTe U3MeHsieT
HEeWpOHHblE CBA3M MO3ra M 06paboTKy B HEM, 4TO OCOOEH-
HO BblpakeHo B Bo3pacTe Ao 3 net [1]. BO3 KoHcTaTHpyer,
4YTO OKONO 6% HaceneHus 3emnn UMeeT CHUXKEeHUEe clyxa.
B Poccuu ntofen co cHuxeHnem cnyxa 6onee 13 MIH, U3 HUX
1 MJIH COCTaBASIOT NaLMeHTbl 4eTCKoro Bo3pacta. BO3 ony-
611MKOoBana NPorHo3, YTo YMCNO SIIDAEN C TYroyxocTblo 6yaeT
He meHee 2,5 mnpa nocne 2050 r. Bo Bpemsi ayanonornyecko-
r0 CKPMHUHIa BbIABASETCS 1 HOBOPOXKAEHHbIN C HApPYLIEHUEM
cnyxa 13 1000 poavBLlmxcs aeten, U 3atem elle 2—3 pebeH-
Ka yTpauuBatoT 340POBbIM CyX B nocneayowme rogbl [2, 6].
CHMKeHMe cnyxa MOXET 6bITb BpOXKAEeHHON natonorunew [10].
Cpeav HOBOPOXAEHHbIX, HAXOASAWMUXCSH B nanatax peaHnma-
umnn, ot 20 go 40 geten n3 1000 MMeIOT pasnnyHble Hapy-
WweHns GYHKUMKU cinyxoBoro aHanusatopa [11-14]. MHorune
aBTOPbl KOHCTATUPYIOT, 4TO YUCNO CTOMKMX HapYLLIEHWUI cnyxa
C pocTtoM pebeHKa yBennymsaetca [13-15].

[enapTamMeHT MOHWUTOPWHra, aHanuM3a W cTpaTeruye-
CKOro pasBuTUS 3apaBooxpaHeHuss PrbY «LeHTpanbHbIM

Hay4YHO-MUCCeaoBaTENIbCKUIA MHCTUTYT OpraHn3aLmm U UH-
dopmaTmsaunm 3apaBooxpaHeHns» MuHUcTepcTBa 3apa-
BOOXxpaHeHus Poccuiickon dPepepauun B 2024 1. ony6-
JINKOBAN CTaTUCTUYECKME MaTepuanbl no obuwein 3abo-
1eBaeMOCTU [EeTCKOro HaceneHuss Poccuu, cornacHo
KoTopbiM B 2023 1. B Hallewh CTpaHe 3aperucTpMpoBaHoO
35 037 peten ot O go 14 neTt ¢ ABycTopoHHen CHT,
yto cocTtaBnaeTr 137,2 pebeHka Ha 100 TbiCc. AETCKOro
HaceneHus Poccunckon Pegepaumm [16].

Cpean Bcex clyyaeB BPOMAEHHOIO CHUMKEHWMS ciyxa
CHT coctaBnsietr 80%. Cny4yan npuobGpeTeHHOW TyroyxocTu
cocTtaBnsoT o 12% [10, 13-15, 17, 18].

ONPEAENIEHUE

HeWpoceHcopHasa noTeps ciyxa (nepuenTuBHas, CeHCo-
HeBpasbHas TYroyxocTb) — 3TO NOpPaXKeHWe 3BYKOBOCMPUHU-
MaloLMX aHaTOMUYECKUX CTPYKTYP OT HEMPOINUTENUS opra-
Ha KopTK 10 LeHTpanbHbIX OTAEN0B rofIoBHOrO Mo3ra [11].

Koabl MKB: H90.3 HelipoceHcopHasa noteps cnyxa ABy-
cTopoHHAs; H90.5 HelpoceHcopHast noTeps cnyxa HeyTou-
HeHHas; H90.4 HenpoceHcopHas noTeps cliyxa 0JHOCTOPOH-
HSAS C HOpMasibHbIM C/IYXOM Ha NMPOTMBOMNOMIOXHOM yxe [14].

KJIACCUDUKALIUA 3ABOJIEBAHUA

o cTeneHu TsecTM B COOTBETCTBMUM CO CPEAHUM NOPO-
romM BO3JYLWHOro NpoBeAeHUs 3BYKOB Ha peyeBblX YacToTax
0,5, 1, 2 n 4 kl'y, CHT moxeT 6bITh: | cTenenn — 26-40 ab;
Il ctrenenn — 41-55 ab; lll ctenedn — 56-70 ab; IV cTene-
HU — 71-90 ab u rnyxota — 91 ab u 6onee; No xapaxkTepy
BO3HMKHOBEHMSA: BPOXAEHHOM U NPUOBPETEHHOW; M0 Bpeme-
HM BO3HUKHOBEHMS: BHE3aNHOM (00 12 4); ocTpow (A0 1 Mec);
nogoctpor (1-3 Mec) u xpoHuyecKow (6onee 3 Mec); 1o pas-
BUTUIO pe4n pebeHKa: NOCTAMHIBaNbHOW (NOCne oBnageHus
peybto); AOSIMHIBANbHOM (40 pa3BuTUS peyun) [14].

3TUOJIONUA U NATOTEHE3

[etckast CHT 6bIBaeT NproGpeTEHHON 1 BPOXKAeHHOM [19].
Mpy BPOXKAEHHOW TYrOyxoCTW 3TUONOrMYECKUA daKTop Aew-
CTBYET Ha NpeHaTanbHOro pebeHka v Ha manblwa cpasy
nocne poxaernua [19]. K npuynHHbIM daKkTopam, KoTopble
OKa3blBaloT NOBpeXAatoLLee AeNCTBUE Ha OpraH ciyxa, OTHO-
CAT: MHDEKLMOHHblE 3aboneBaHns MaTepu BO Bpems 6epe-
MEHHOCTW, BHYTPUYTPOOHYIO TUMOKCUIO, POAOBYID TpaBmy
n achUKCHUIO B pofax, runepbunnpybuHeMuIo, HU3Kylo maccy
Tena HoBopoxaeHHoro (MeHee 1500 r), HU3KKMI 6ann no wWKa-
ne APGAR, npumMeHeHWe OTOTOKCUYHbIX NeKapcTB BO Bpems
6epeMeHHOCTH, B TOM YUC/IE€ aMUHOIMKO3ULO0B, LIUTOTOKCH-
YECKMUX UK NPOTUBOMANSAPUIMHBIX NpenapaToB U ANYPETUKOB
[20, 21]. B nepuHaTtanbHbI Nepuoa MOryT oKasaTb BAUsSHWE
cnegyowme dakTopbl: HMU3Kas Macca Tena npu POoXKAEHUK;
HEJOHOLWEHHOCTb C recTauMoHHbIM Bo3pacToM < 32 Hep;
FMNOKCUSA WMAN achUKCKUA NpU POXAEHUU; HU3KAs OLEHKa
no wrane APGAR (MeHee 6 6an10B); ANMTeNbHasA UCKYCCTBEH-
Has BEHTUAALMSA NErKux; TAxenas xenatyxa u runepbunvpy-
6MHEMUA B HeOHaTallbHbIM Nepuog [2, 22-26].

[AnuTencHoe BbIXxaKMBaHWE HEAOHOLEHHbIX AeTer U KX
HEe3penocTb B COYETAHWUM C PA3/IMYHOM COMYTCTBYIOWEN NaTo-
norvew npuBoasaT K CHT unu rnyxote [23, 27, 28]. BpoxaeHHas
TYroyxoCTb 3a4acTylo 06yCNoB/iEHa FEHETUHECKUMU MyTaLu-
amun [29]. 70% neTen ¢ BPOXKAEHHOW AONWHIBaNbHOM Tyro-
YXOCTbIO MMEIOT U3MeHeHWe reHoTuna. HecuHapomasnbHble
dopmbl BeTpeyatotea B 70—-85% cnyvaeB, M OHU He co4veTa-
0TCS C UBMEHEHMEM ApYrux opraHos [17, 23].

He meHee 100 reHoB OTBeYalOT 3a O6ENKU YIUTKH,
M X MyTauMKU HapywatoT paboTy BOOCKOBbIX K/IETOK YIUTKM
B opraHe KopTtu. Yacto BcTpeyaeTca myTauus B reHe GJB2,
KOTOPbIM OTBEYaAET 3a CUHTE3 KOHHEKCUHA 26, OTBETCTBEH-



Horo 3a o6meH noHoB Kt B ynutke [21]. B Poccumn Hanbonee
YyacTo BCTpevaeTcsa geneums 35delG XxpomMocOMbl, retTepo-
3UFOTHOE HOCUTENbCTBO KOTOPOM cocTaBnsieT oT 2 o 6%
[17, 23]. Takas dopma BPOXKAEHHOW TYroyxocTu B Hallen
CTpaHe MMeeTcs Yy MOSIOBWMHbI AeTel CO CTOMKOW Tyro-
yXOCTblo. BporkaeHHas ABYCTOPOHHAA CHT TaxKenon crenexHu
W rnyxoTa 4YacTo §BNSIOTCA pe3ynbTaToM 3TOW peueccuB-
HOM MyTaUWUKU. TN AETU UMEIOT HEOTATOLWLEHHbIM CEMENHbIN
aHaMHe3, W y HWUX OTCYTCTBYIOT GaKTopbl pUCKa, poauTenu
Takoro pebeHKka UMeloT HOpManbHbIR cnyx. B atom cnydvae
y pebeHKa nMeeTcs nepuenTMBHOE HapyLweHune cnyxa, Toraa
KaK poauTeNn MMEOT HOPMasbHbIM CYX M HEe NoA03peBatoT
0 JaHHOWM MyTaLMK 1 HaNUYUK TYFOYXOCTK Y CBOErO Manblwa.
Mpu cMHapOManbHbIXx GopMax CHUMXEHWE Cnyxa coyeTaeT-
€Sl C NopaKeHUeM Apyrux opraHoB. B KAMHUYECKOW NpaKTUKe
BCTpeyvatoTea cuHapombl: MNeHapeaa, BaapaeH6ypra [23, 30],
Ywepa, 6paHx1Mo-0To-peHasnbHbIi cuHapom [31-33] u apyrue.
[Mpn4nHOM HeHacneaCTBEHHON TYroyXxoCTU MOXKET ObliTb
uMTOMEeranoBupycHasa MHOEKUUs, KoTopas BCTpedvaeTcs
y 25% HepoHolWweHHbIX [23, 34], 3a4acTyto SBASACH NPUYUHOM
BpoxaeHHon CHT. 3ta MHbeKuns MoxKeT npoteKkaTb 6ec-
CUMMNTOMHO. BHYTpWMyTpOOGHble MHPEKUUKU, TaKne Kak TOK-
connasMo3 U KpacHyxa, cnocobHbl MPUBOAUTL K Pa3BUTUIO
CHT y pgeten [35]. YTo KacaeTcs repneTnieckon MHGeKLUmH,
TO B HacTosiliee BpeMs HeT y6eauTenbHblX AOoKa3aTenbCcTs
ee ponu B pa3BuTuM BpoxaeHHon CHT [23, 36].
MpuobpeTeHHble NPUYMHBI MOTYT BO3AENCTBOBATbL M NPU-
BOAMTb K MOpaKEeHWO opraHa cnyxa B N060M Bo3pacTe.
MpuynHamu y geten MoryT 6bITb MEPEHECEHHbIE FPUMM, Napa-
FPUNM, MEHUHIUT, ANMAEMUYECKUI NapPOTHUT, LMTOMEranoBum-
pycHas MHbEKUMS, KpacHyxa, cKapnaTuHa, ageHoBMpyCcHas
UHbEKUMSA, NpUMEeHEHWe aHTUOMOTMKOB OTOTOKCMYECKOro
psifa, HEKOTOPbIX AWYPETMKOB, CanuuMnaToB, NpenapaToB
XMHUHa W LIUTOTOKCUYECKMX NNeKapcTB. [epBoe MecTo cpean
aHTUOMOTMKOB OTOTOKCUYECKOro AENCTBUS 3aHUMAIOT aHTU-
OUOTUKM W3 TPYNMbl aMUHOIMIMKO3UAOB (TEHTaMULMH, amu-
KauuH n apyrune). OTOTOKCMYHOCTbIO 06/1afatoT TakKe MHO-
rme gpyrme aHTUOUOTUKM (IPUTPOMMUMH, XNOPTETPALMKINH,
TeTpauuKknuH). Y peten npuunHamu CHT Moryt aBnsiTbcs
HevpoaereHepaTMBHble 3a60/1€BaHNUS, TPaBMbl FON0BbI, AEW-
CTBME Ha YNUTKY FTPOMKMUX 3BYKOB BO BPEMS HacTOro MCNosb-
30BaHMS HaYLHWKOB, MOCELEHNS KOHLLEPTOB, AWCKOTEK,
WyMHbIX 3aBeaeHu [37]. TakKe BCTpevyaeTcsl U3MEeHeHue
BHYTPEHHErO yXa Noc/ie NepeHeceHHbIX OTUTOB.
daKTopbl natoreHe3a CHT y ageten cneayloune: name-
HEHWe remMoaMHaMUYEeCKMX NoKasaTenen ynuTku, Bocnane-
HWe, MHTOKCUKaLKS, HapylleHe meTabonn3ma BO BHYTPEH-
HEM yXe, OTEK CTPYKTyp. PasBuTMe CEHCOPHbIX NOpaxeHumn
opraHa KopTvn 3aBUCHUT OT 3TMOSIOrMYECKOM MPUYUHBI. TakK,
npu rpunne HabnwgalTcs remopparuv B ynuTke. Bupycol
MOrYT Bbl3BaTb reMarrioTUHaUMIO, UBMEHEHWE IHAOTENNS
KanunnapoB M aHrnocnasm. lpu paccesHHOM CKiepose
MOXeT Habnwoaatbess CHT ueHTpanbHoro tvna 6e3 nopa-
EHWS BONIOCKOBbIX KNETOK YNUTKK [38]. AHTUOMOTUKM Cno-
COGHbI BbI3blBaTb AereHepaLmto CTPYKTYP BHYTPEHHErO yxa
W LeHTpanbHbIX NPoBOASALMX NyTen [2, 23, 39].

K/IMHUYECKASA KAPTUHA

KnnHnyeckaa KapTuHa XapaKTepu3yeTCs CHUXKEeHWeMm
WK OTCYTCTBMEM Y pebeHKa peakuMu Ha 3BYKWU peyveBoro
M HEPEeYeBOro CNeKTpa, 1, Kak NpaBmnio, MMeeTCs 3ajepiKKa
pa3BuTUa peyun. Mpu noctnnHreanbHon CHT moxkeT Habnto-
[aTbCsl XOpollee pas3BWUTME peyn, OAHAKO nocne BO3aew-
CTBUSA MPUYUHHOIO daKTopa NOSABAAETCA CHUMKEHWE cnyxa,
KOTOPOE MOXET COMPOBOXKAATbCA LWYMOM B YlIaxX BbICOKO-
4aCTOTHOrO CrneKTpa U HapyleHnem pa3bopynBOCTU pPeYH,
0COBGEHHO LWEeNOTHON. TyroyxoCTb MOXET COMPOBOXKAATbCSH

BECTUOYNSPHBIMW PacCTPOMCTBaMKU B BUAE TONOBOKPYKE-
HUI. Y neten ¢ ponuHreansHow CHT oTcTaBaHMe B peyeBOM
pasBUTUKX BHayane MOXKET OblTb HEJOOLEHEHO poauTens-
MU. C 3afiep)KKOW peyn TakuMe [eTu 4YacTo HabnwogatoTcs
y NCUXONOroB, HEBPONOroB, NOroneaos, negaroros. Cnabble
notepu cnyxa (I, Il cteneHu) mMoryt gosaroe BpemMs ocTa-
BaTbCA HE3aMeYeHHbIMW, MAacKUPYsSCb NO4 HEYCUAYMBOCTD,
HEBHMMATENbHOCTb MM HU3KYI0 YCNeBaeMOoCTb B LUKOE.
3HauyuTenoHoe yBennyeHue BoisisneHns CHT 1 rnyxoTbl geTemn
[0 roga cBs3aHo ¢ BHeapeHuem B Poccuinckon deaepaunm
ayAMOoN0orM4eCcKoro CKpUHMHra.

Mpu cbope aHamHe3a Bpa4vyy HEO6GXOAMMO OLEHWUTb Ha-
CNefCTBEHHOCTb poauTenen No TYroyxocTu W rnyxoTe, npo-
aHanuaupoBaTb GaKTOpbl PUCKA M OCOBEHHOCTU TeYeHUs
6epeMeHHOCTH, POAOB U NepUHaTanbHOro nepuoaa. O4eHb BaxK-
HO BbISICHUTb CPOKM BO3HMKHOBeHMs CHT, Tak KaK npu oCTpo
BO3HMKLUEN TYroyxoctu TpebyeTcsi CpoyHas MHTEHCHUBHas
MeAMKaMEHTO3Has Tepanus COrnacHo yTBepXAeHHbIM MuH-
34paBom Poccun KNMHUYECKUM pekomeHdauunsam [14].

AUATHOCTUKA

Mpn ocmoTpe pebeHKa HeO6X0AMMO OLEHWUTb NULLEBOM
CKeneT ANA BbIIBNEHUS TEHETUYECKUX CUHAPOMOB. [lpo-
BOAAT CTaHAAPTHbIN OTOPMHONAPUHIOIONMYECKUI OCMOTP
n otockonuio. MNpu Hannumm CHT y pebeHKa onpeaensietcs
HEM3MeHeHHas NoaBWKHaa GapabaHHas NepenoHKa nep-
namMyTpoBOro useTa. JIlo6on OCTpbIM CPeaHUN OTUT MOXKET
Bbl3BaTb MOpaXeHWe BHYTPEHHEro yxa ¢ pa3BUTUEM OCTPOM
CHT. Han6onee BbicOKas HEMPOTPOMHOCTbL Y BUPYCOB Mpmn-
na, naparpunna, napotuta. B atux cnyyasax CHT y pebeHKa
npoteKkaeT Ha GOHe 0TUTa, a NpPK OTOCKONWUK HabngaeTcs
KapTWHa, cooTBeTcTBylOWaa otuty. Mpu BbigBaeHun CHT
Heob6xoaMMa KOHCy/bTalmMs Bpaya-reHeTuka.

LLinpokasi nnHenKa MEeTOAO0B WCCNefOBaHUs ClyxOBOM
dYHKLMMW NO3BOASET MPOBECTU KAYECTBEHHYIO OLEHKY Cllyxa
nto6oro pebeHKa ¢ poxaeHus [40].

MeToabl nccnenoBaHus 6bIBaloT CYyObEKTUBHBLIMU (NCHUXO-
aKyCTUYECKUMU) U OOBEKTUBHBLIMU (3/IEKTPODU3NOSIOrMYECKH-
MM). CyOGbEeKTUBHbIE METOAbl OCHOBaHbl Ha MOBEAEHYECKOM
OTBETE Ha TECTUPYIOLWMIA CWUrHan, LaHHble TecTbl TPebyloT
aKTUBHOMO yyacTtus pebeHKka. OOGbEKTUBHbIE e MeTOAbl
He HYXJaloTCa B aKTUBHOM y4acTun pebeHKa B ccneaoBaHnm
W NPOBOAATCS B COCTOSAHUM GU3MONOTMYECKOTr0 MK MeanKa-
MEHTO3HOro cHa. Cpean cyGbeKTUBHbLIX METOAOB Y Masblwen
[0 nonyrofa Ha npakTUKe NpUMeEHSTCH 6e3yCnoBHble ped-
NIEeKTOpHble peaKkumn — pednekc Mopo u apyrue.

MoBefeH4YyecKas ayanomeTpus NpoBOAMTCS B BO3pacTe
oT 4 po 36 mec [23, 41]. B Bo3pacTe oT 6 A0 36 Mec pebeHKa
peKoMeHgOBaHa ayAMOMETPUS C BM3yaNbHbIM Nogkpenne-
HueM (visual reinforcement audiometry) [23, 41-44].

B Bo3pacTte 2-5 net npu xopowem pa3BuTUM pebeHKa
M OTCYTCTBMWM HEBPOSIOrMYECKOM CMMNTOMATUKKM B 60Nb-
LWUMHCTBE CNly4yaeB yaaeTcsi BbINOAHUTb UIPOBYIO ayanoMe-
TpUio, NPUBNAEKas BHUMaHUE APKUMU LBETHBIMU UIPYLLKaMMU.
BonblMHCTBO AeTen nocne 2,5 net npoxoasaT npoueaypy
WUrpPOBOM TOHANbHOM ayAMOMETPUU, TO eCTb PEOGEHOK BbIMNOS-
HeT AeNcTBMe, Hanpumep cobupaeT NUpamuiky B OTBET
Ha NogaBaeMbIi B yXO Yepes3 roN0BHOM HayWHUK TOHaNbHbIN
curHan. lNpu aToM BOZMOXKHO Nony4uTh rpadumK ciyxa (ayano-
rpammy). etam nocne 5 neT MOXHO NPOBOAMTb Knaccuye-
CKY!0 TOHaNIbHYIO MOPOroBYto ayAMoMeTpuio 6€3 UCNob30Ba-
HMSA UPOBbIX METOAMK. MonyyYeHHble rpaduKu cnyxa B cnyyae
nopakeHns opraHa KopTu nokasbiBaloT NOBbIWEHWE NMOPO-
roB BOCMPUATMS BO3AYLHO-NPOBEAEHHbIX 3BYKOB, Mnoja-
BaeMblX Yepes rofioBHow TtenedoH, 1 NoBbIEHWE MOPOroB
BOCNPUSATUS 3BYKOB, MOAAaBaeEMbIX YepPe3 KOCTHbIN TenedoH,
4YTO OTPa*KeHo Ha NpefcTaBAeHHOW ayauorpamme (puc. 1).
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Puc. 1. Ayanorpamma pe6eHKka ¢ CHT Il cteneHu
Fig. 1. Audiogram of a child with grade Il SNHL
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lpumeyvaHue. KpacHaa NMHUS — BO3AyLIHasA NPOBOAMMOCTb MPaBOro yxa; CUHAS NTMHUSA — BO34YLIHaA NPOBOAUMOCTb IEBOTO yXa;

3€e/ieHada IMHNA — KOCTHada NpoBOAMMOCTb.

Note. Red line — right ear air-conduction; blue line — left ear air-conduction; green line — bone-conduction.

[eTaM LWKONbHOTrO BO3pacTa Y)Ke MOXKHO BbIMOJAHUTb
BECb apceHan CyGbEKTMBHbIX TECTOB: aKyMETpUIO € Mpo-
BeAEHWEM KaMepTOoHabHbIX MPO6, TOHAbHYIO MOPOroByto
W peyeBylo ayaMOMETPUIO, HAANMOPOroBble TECThI U ApYyrue.

Mpn CHT 3By4aHWe KamMepTOHOB YKOPOYEHO, OMbITbl
PuHHe n depepuye nonoxutenbHble, a B npobe Bebepa
UMeeTcs natepanu3alus 3ByKa B ydlle Chblllallee yxo.
Mpu CHT cpenHen u rny6okon cteneHn nopor 100% pas-
60pPYMBOCTU peyn Mo [aHHbIM peyeBOW ayanomeTpuu
He gocturaetcs. K 06beKTUBHLIM METOaM OTHOCAT MMMe-
[aHCOMETPUIO, perucTpaLmto OTOAKYCTUYECKOW 3IMMC-
cun (OAJ) 1 cnyxoBbIX Bbi3BaHHbIX NoTeHunanos [40].

MmnegaHcomMeTpusa BKIKOYaEeT B cebsa ABa TecTa: TUMNa-
HOMETpUIO U pednexkcomeTpuio [42, 45]. MeTtoa oTpaKaet
COCTOSIHWE cpefHero yxa, AaBfieHne B 6apabaHHOM Mono-
CTU W YpPOBEHb MOABWMKHOCTM (MOAATIMBOCTH) MEPEMNOHKHU
1 pblYaXHOM cUCTEMbI CNYXOBbIX KocTo4eK. Mpu CHT y getewn
PErncTpupyeTcs Kiaccuyeckast TMMNaHorpamMmma «A», xapak-
TepHas 419 30pOBOro cpefHero yxa (puc. 2).

PednekcomeTpusa no3BonseT onpenesntb NOPoOru akyc-
TMYeCcKoro pednekca MbllWL, cpefHero yxa. [Ana geten mnag-
we 6 Mec peKoMeHAyeTcs MPUMEHATb BbICOKOYACTOTHYIO
TUMMNAHOMETPUIO C YacTOTOM 30HAMpyoWero ToHa 1 KIu.
3ajepaHHas Bbi3BaHHas OTOaKyCTMYecKas 3IMWUCCUs
(3BOAJ) 1 Ha 4acToTe npoayKTa ucKameHus (DP-rpamma)
NMOMOTaloT OLEHWUTb QYHKLIMIO HapYXKHbIX BOOCKOBLIX Kie-
TOK opraHa Koptu (puc. 3, 4). B Poccun meTtoa permcrpaLmm
OA3 npuMeHsieTcs KaK CKPWUHMHIOBbLIA TECT B POAMIIbHbIX
nomax [46-49].

Ecnu cHuxeHuWe cnyxa y pebeHka npesblwaet 30 ab,
10 3BOA3 nepectaeT peructpupoBatbcs. [pU CHUKEHUM
cnyxa 6onee 50-60 b ncyesaet 1 Apyron BUL IMUCCUN —
OTOaKyCTMYECKash 3MMCCHUA Ha 4acToTe NPOJyKTa MCKaxe-
Hua [15, 41, 43].

OCHOBHbIM METOAOM OOGBHLEKTUBHON ayaANOMETPUUN ABNS-
€TCs perucTpaLms KOPpOTKONATEHTHbIX C/IYXOBbIX Bbi3BaHHbIX
noteHunanos (KCBI) ctBona moara [43, 50-56]. Ana atoro

MCNoNb3YIOT cneunanbHoe 060pyaoBaHNeE, KOTOPOe NO3BO-
naet 3anucatb KCBI (auditory brainstem responses; ABR)
(puc. 5-8).

Mpn nccnegoBaHWM MCMONb3YIOTCS LUMPOKOMOJSIOCHbIE
LLETYKK (CM. pUC. 5—T7), TOHaNbHbIE MOCbLIIKK WU YAaCTOTHO-
cneuuduyeckune chirp-ctumynsl.

Mpun perncrTpaumm cTauMoHapHbIX CNYXOBbIX MOTEHLMA-
JIOB Ha NOCTOSAHHO MOAY/MPOBaHHbIM TOH (auditory steady-
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Puc. 2. UmnegaHcomeTpus pebeHka ¢ CHT | cteneHu
Fig. 2. Impedance measurement of a child with grade | SNHL

lpumeyaHne. KpacHasa NMHUA — TMMNaHorpammMa npaBoro yxa,
TUN «A»; CUHAS IMHUA — TUMNAHOrpamMma IeBOro yxa, Tvn «Ax;
pedneKchbl 3apernctpupoBatbl; B ciiydae CHT Il cteneHun n 6onee
pedneKcbl nepecTaloT perucTpupoBaTbCs.

Note. Red line — right ear tympanogram, type «A»; blue line — left
ear tympanogram, type «A»; reflexes are registered; no reflexes
can be registered in case of grade Ill SNHL or higher.
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Fig. 3. The result of transiently evoked otoacoustic emissions (TEOAE) registration in a child with grade Ill SNHL
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Puc. 4. Pe3ynbTat peructpaLmnmn oToakyCTUHECKON AMUCCUMN Ha YacToTe NPOAYKTa UCKaXEHUS
Fig. 4. The result of distortion product otoacoustic emission registration

MpumeyaHne. OToaKyCTUYECKas IMUCCUSA Ha YacToTe NPOAYKTa UCKaXKEeHUS He PErMCTPUPYETCS C 06enX CTOPOH, TECT HE NPOMAEH.
Note. Distortion product otoacoustic emission is not registered on both sides, test failed.

state response; ASSR) (cm. puc. 8) oueHMBAIOT YaCTOTHYIO
ayamorpaMmmy Ans Kaxaoro yxa oTAesnbHo (CM. puc. 8).

Tect ASSR no3BonsieTr NpoBOAUTbL CTUMYNALMIO OYEHb
rpoOMKMMUK cTumynamu (120 gb nopora cnyxa), B oTan4ue
oT KCBI, roe mMakcumanbHas MHTEHCUBHOCTb COCTaBAsA-
eT o 103 gb HopmanbHOro nopora cinyxa. [Ans To4HO-
ro onpefeneHns rnoporoB cnyxa y aetew n6oro Bospac-
Ta Heob6X0AMMO WMCNONb30BaTb MEPEKPECTHbI KOHTPOJb
C NPUMEHEHUEM KaK OOBLEKTUBHBIX, TaK U CYyObEeKTUBHbIX
TecToB [57-59].

Ona getent ¢ CHT Ba)KHO NPOBOAMTbL AMArHOCTUKY pas-
BUTUSA pPEYU, apTUKYNALMOHHOrO annapaTa, KOTHWUTUB-
HbIX U MCUXMYECKUX GYHKUMA. Taknum petam HeobxoauMbl
KOHCynbTaumMmM u HabnloaeHwe cypgoneparora, noroneja,
nedekTonora, ncuxonora, HeBposiora u, NPM Heo6XxoaAnMO-
CTW, OTOHEBpOJIOra.

JIEMEHME

Hetam c ocTpon n BHe3anHon CHT Heo6xoAuMMbl rocnu-
TanuM3aumsl Mo 3KCTPEHHLIM MOKa3aHUAM W KOMMAEKC-
Hasl MHTEHCMBHas Tepanua C Lenbilo Haubofiee MaKcu-
MaflbHOrO BOCCT@HOBJIEHUSA CllyXxa — «Tepanus cnaceHus».
CornacHo K/AMHUYECKUMM pekomMeHaaumam MuH3apaBa
Poccuun, Tepanuio NpoBOAST B CTalMOHape HEeBPOOru-
YECKOro WAM OTOPUHONAPWUHIONOrMYECKOro OTAENEHUS,
npenapaTtbl BBOAAT BHYTPUBEHHO WAM BHYTPUMbILIEYHO.
[MIOKOKOPTUKOCTEPOU bl HA3HAYalOT HE3aBUCUMO OT 3TUO-
noruu octpon CHT, neyeHune A0MKHO ObiTb HAYaTO KaK MOXK-
HO paHblle B nepuog obpaTUMbIX U3MEHEHUN HEPBHOM
TKaHu opraHa KopTw.

AddeKTUBHOCTL NeveHus octpor CHT nytem TpaHCTUM-
naHanbHOro BBEAEHUS MIOKOKOPTUKOCTEPOUAOB OTIMYaETCH
OT TaKOBOW NpPW CMCTEMHOM BBEAEHWMU KOPTUKOCTEPOMAOB

PEDIATRIC PHARMACOLOGY. 2025;22(4)
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Puc. 5. Pesynbrat perncrtpauimn KOPOTKONATEHTHbIX C/IYXOBbIX BbI3BaHHbIX noTeHunanos (KCBI) y pebeHKa ¢ HopMasbHbIM ClIyXOM

Fig. 5. The result of short-latency auditory evoked potentials (SLAEP) registration in a child with normal hearing

lNpumeyaHne. KpacHbi LLBET — NpaBoOe YX0; CUHUI LBET — NIEBOE YXO.
Note. Red — right ear; blue — left ear.
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Puc. 6. Pe3dynbrat perncrpaumm KOpoTKONATEHTHbIX CYXOBbIX Bbl3BaHHbIX noTeHunanos (KCBIM) y pe6erka ¢ CHT Il ctenenu
Fig. 6. The result of short-latency auditory evoked potentials (SLAEP) registration in a child with grade Il SNHL

lMpumeyaHune. KpacHbl LBET — NpaBoOE YX0; CUHUI LBET — NIEBOE YXO.
Note. Red — right ear; blue — left ear.
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Puc. 7. Pe3ynbTat perncrpaumnm KOpoTKONATEHTHbIX CIYXOBbIX Bbl3BaHHbIX noTeHuuanos (KCBIM) y pe6eHKa ¢ ABYCTOPOHHEWN

CEeHCOHEBpPasibHOM ryXoTOM

Fig. 7. The result of short-latency auditory evoked potentials (SLAEP) registration in a child with bilateral sensorineural deafness

lNMpumeyaHne. KpacHbl LBET — NpaBoOe YX0; CUHUI LBET — NIEBOE YXO.
Note. Red — right ear; blue — left ear.
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Puc. 8. Pesynbrat peructpauunm ctalMoHapHbIX CTYXOBbIX
BbI3BaHHbIX MOTeHLManoB (MynbTu-ASSR) pebeHka

¢ CHT IV cTteneHu cnpaBa u lll ctenenu cnesa

Fig. 8. Result of auditory steady-state response (multi-ASSR)
registration in a child with grade IV SNHL on the right and
grade Ill SNHL on the left

lMpumeyaHme. KpacHbiv LLBET — MpaBoOe YX0; CUHUI LBeT — JieBoe
yx0; 1 — noporu chirp-ASSR-TecTa; 2 — noporu cnyxa pebeHka
C Y4eTOM MonpaBoYHOro KoadoduumeHTa.

Note. Red — right ear; blue — left ear; 1 — chirp-ASSR test
thresholds; 2 — hearing thresholds in the child considering

the correction factor.

W CTaHAAPTHOW Tepanuu paHHUM Havyanom AencTBus, 6onee
ONUTENbHbIM TEpaneBTUYECKUM 3ODEKTOM U HU3KOMW A03M-
poBKoOW BBOAMMOro npenapata [60]. NMHTpaTMMnaHanbHoe
BBE/IEHUE TMIOKOKOPTUKOCTEPOUIOB MOXKET BbiTh anbTepHa-
TMBOW AN51 TEX NaLMEHTOB, Y KOTOPbIX UMEKOTCS NPOTUBOMOKA-
3aHMS K CUCTEMHOM CTEPOUIHON TEPAMNUM UIIU XKE HET OT Hee
adpdeKkTa. BO3MOXKHO MPUMEHEHUE MHTPATUMMNAaHaNbHOIO
BBEJEeHUs npenapaTa y AeTen ¢ caxapHbiM Anabetom [61].

B KayecTBe MeToAa BO3AENCTBMS Ha TPAHCMOPT KUCSO-
poaa v reMOAMHAMMKY YNUTKW, YMEHbLLIAKOWErO MMMOKCHIO,
OTEK W MOTEHLMPYIOLLEro KOPPEKLMIO WLWIEMWUKU, BO3MOXK-
HO MPUMEHEHME rMnepbaprUyecKon KUCIOPOAHOM Tepanuu
(runep6apnyecKon OKCUreHaumn).

B npouecce Tepanuu octpon CHT y geten uenecoobpas-
HO MCMNONb30BaTh NpenapaTbl, KOTOPbIE MOMOXKUTENBHO BN-
AOT HA MUKPOLMPKYNALMIO M PEOSIOTMYECKME XapaKTEPHUCTU-
KW KPOBMW, @ TaKKe aHTUOKCUMAAHTHbIE M aHTUIUMOKCAHTHbIE
cpeactea [23, 61].

[Mpn cocTaBneHUU nnaHa nevyeHusa nwbéom dopmbl CHT
BaXHO BKJIIOYWUTb B HEFO0 MeAMKaMEHTbI, CNOCOGCTBYOLME
aKTMBM3aLMKN OGMEHHbIX MPOLIECCOB U pereHepaLumn Hempo-
ANUTENUS, a TaKKXe MPensaTCcTBYlOLME MPOrpeccupoBaHuio
HenponaTtuu. ns JOCTUKEHUSA 3TUX LieNIen YacTo npuberatoT
K NMPUMEHEHUIO BUTAMWHOB TPynnbl B, NoNoXnUTeNbHO 3ape-
KOMEHAO0BaBLINX cebs9 B KOMMIEKCHOM Tepanun 3abonesa-
HUW NepudepunyecKon HepBHOM cuctembl [12]. MNpu CTOMKON
XxpoHunyeckon CHT Heo6x0aMmo NMpPOBOAMTbL NIeYEHME Ccoye-
TaHHbIX 3a60feBaHUM M MOCTOSSHHOE MOHWTOPUPOBAHUE
noporoB ciyxa pebeHKa. [leTam ¢ xpoHuyeckon CHT Tpeby-
eTcsl KOHCynbTauusl neaumatpa, odTanbmonora, HeBposora,
Kapauonora, Hedposora, reHeTMKa, MeaULIMHCKOro MCUXo-
niora, No NoKal3aHuam — ncuxuaTtpa [14].

B cootBeTcTBMM € odULMANBHBIMU KIMHUYECKUMU pe-
KOMeHAauuamu, paspaboTaHHbIMM MNpodecCcUoHanbHbIM
coobuecTBOM M 04o6peHHbIMM MuH3apaBoM Poccum, KoH-
cepBaTUBHbIE METO/bl EYEHUS XPOHMYECKOW cToMKoM CHT
y AeTen He HaxoasaT ofobpeHus. BMecTo 3Toro BHUMaHwue
aKLEHTMPYEeTCH Ha HEo6XOAMMOCTM Tepanuu COMyTCTBYIO-
Wwmx 3aboneBaHuMnM noa HabNOAEHWEM COOTBETCTBYIOLMX
MeAULIMHCKMX crieumanncToB [14].

Ans onTumuK3aumu cnyxa y AeTen, cTpajalowmnx Xpo-
Hu4yeckon CHT, U CTUMyNALMKM MX CIAYXOPEYEBOro pa3Bu-
TUSI PEKOMEHAYETCSH NPUMEHEHWE C/YyXONPOTE3UPOBAHMS.
370 nogpasymeBaeT UCMNO/Ib30BaHWE COBPEMEHHbIX Lnb-
poBbIx CA [14].

[Ona peten, cTpagalowmx xpoHnyeckon CHT, peKomeH-
ayloT ucnonb3osatb CA, ecnun cpefHee 3Ha4YeHne noporos
cnyxa Ha yactoTtax 500, 1000, 2000 1 4000 Iy npu BO3-
AYWHOW NPOBOAMMOCTHU Ha Nyywem yxe gocturaet 31 ab
n Bblwe [14]. MNMpu BbiGOope CA ansa pebeHka ¢ CHT npea-
noyteHne otgaeTca 3aylWHbiM MogensiMm. Ecnn Tyroyxoctb
3aTpoHyna oba yxa, To ucnosb3oBaHue CA c 06enx CTOPOH,
M3BECTHOE KaK OuHaypasbHOe CnyxonpoTte3vpoBaHue,
noKasblBaeT 3aMeTHble npenmyliecTsa. BHyTpuywHble CA,
B CBOIO 04epeab, MOryT 6biTb UCNONb30BaHbI Noce 4OCTH-
KeHns coBeplieHHonetusa. CywecTBYOT onpeaesneHHble
npoTMBOMNoOKadaHma K ucnonbdosaHuio CA. K HUM OTHO-
catcs octpas CHT, Tpebylowan nevyeHuss, rHomHo-Bocnanm-
TenbHble 3a6ofeBaHna yxa B cTagum 060CTPEHUS U FON0-
BOKpYeHue [14].

CnyxonpoTe3nMpoBaHMe BPOXKAEHHOM TYroyxocTtwu
40 3 MecC KM3HU pebeHKa CnocoBCTBYET Haunyylemy pas-
BUTUIO €ro CnyxopeyeBblx CNOCO6HOCTEN. B cOBPEMEHHbIX
CA wvmeloTCa cneunanbHble LeTCKMe QYyHKUMK (AeTcKue
dopMynbl HacTporKK, BJIOKMPOBKa GaTapenHOro OoTceka,
cBeToBas MHAMKauus paboTbl YCTPOWCTBA, LIBETHblE KOp-
nycawv ap.).

XUPYPIM4YECKASA NOMOLLb

Ha cerogHsawHuin geHb KM — 310 Hanbonee abdeKTnBs-
HbI cnoco6 nNomoyb AeTsaMm, cTpagatowmum CHT IV cteneHu
n rnyxoton. PelweHne o HeobxoanmocTu npoBeaeHus KU
NPUHUMAaETCS nocse Toro, Kak 6yaeT yCTaHOB/EHO, YTO Ciy-
XonpoTtesnpoBaHmMe ¢ ucnonb3oBaHmem CA GuHaypanbHO
B Te4yeHWe 3—6 Mec He NpuHecno oxugaemoro adpdekTa,
W Npy 3TOM peBEeHOK HyXAaeTcs B YNyylWeHWK ero ciayxoBomn
dYHKUMK, a cembs pebeHKa NposBASeT MOTUBALMIO K Aalb-
HenLweMmy JIe4EHMIO U peabunuTaLunm.

HeKkoTopble feT mMoryT 6biTb HanpaBieHbl Ha KU 6e3
npeaBapuUTENbHOrO CAyXonpoTe3npoBaHmns. ITO KacaeTcs
naunveHToB ¢ ABycTopoHHewn CHT IV cTeneHn unu rnyxotomn,
y KOTOpbIX AMArHOCTMpoBaHa HacleACTBEHHas TYroyxoCTb
¢ MyTauuen B reHe GJB2 nnu gpyrux reHax, a Takxe Tex, KTo
nepeHec MEHUHIUT UK MEHUHTO3HUEedanuT [14].

KW npeactaBnger cobon xupypruyeckyto npoueaypy,
B XO4€ KOTOPOM BO BHYTPEHHEE YXO (YIUTKY) BXMBASIOTCSH
3aneKTpoabl. OHM NO3BOASAIOT BOCCTAHOBWUTL CAYX 3a CYeT
NPSIMOM 3NEKTPUYECKOW CTUMYNSLMKM BONOKOH CAYXOBOrO
HepBa. CoBpeMeHHble Kox/leapHble UMMNaHTbl — 3TO BbICO-
KOTEXHONOIMYHbIE YCTPOMCTBA, KOTOPble MNPOWAW LOATUK
nyTb Pa3BUTUSA OT MPOCTbIX CUCTEM MPAMON INEKTPUYECKON
CTUMYNALMU L0 COXKHbIX annapaToB, BO3BpaLLaloLWmX Cyx
MHOIMM B3pOC/bIM U aeTam [54].

Cuctema KoxJieapHOro MMMAaHTa BK/OYaeT B cebs
chnepyowme 4acTu: HapyxHas 4yacTb (pe4eBon npoLeccop)
(pnc. 9) U BHYTPEHHAS (COBCTBEHHO KOX/1€APHbIN UMMIAHT).

MpenmyLwecTBO MCNONb30BAHUSA KOX/eapHbIX UMMNNaH-
TOB Npw rNy6OKON CTENEHM TYrOyXOCTHU U FyXoTe No CpaBHe-
HWIO € ncnonb3oBaHnem CA nokazaHO B MHOMOYMCAEHHbIX
MeXAyHapoaHbIX nccnegoBaHusx [54].

lNokaszaHusi K KW y neten. KN ana netei pekomeHayetcs
B COOTBETCTBMU C OOGHOB/IEHHBIMU KAMHUYECKUMMU MPOTO-
Konamn MwuH3gpaBa Poccun (KP 2024) npu cnegytowmx
YCNOBUSX:

°  nNpu o6HapyXeHUn y pebeHKa XPOHUYECKOW ABYCTOPOH-

Hen CHT IV cTeneHu unu rnyxoTbl, KOraa cpeaHue noporu

cnyxa coctasnstoT 80 b v Bbllwe B Avana3oHe 4acToT
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ot 500 go 4000 lu. 3710 ycTaHaBAMBAETCS Ha OCHOBa-

HUW BCECTOPOHHErO ayAMON0rMyecKoro obcnefoBaHus,

BKJIl0Yas pe3dynbTatbl 00 bEKTUBHbIX TECTOB;
® ec/nv Npu Ucnonb3oBaHuK GuHaypanbHbix CA, nogobpaH-

HbIX C Y4€TOM MHAMBUAYaANbHbIX OCOGEHHOCTEN, NOPOrK

C/lyXxOBOro BOCMPUATMS B CBOGOLHOM 3BYKOBOM Mone

npesbiwatoT 40 b Ha YyacTtoTax ot 500 o 4000 Iu;

° B C/lydae OTCYTCTBMS 3HAYUTENbHOMO YNyylWeHus BOC-
NPUATUS PeYn NPU UCMONb3OBAHMM ONTUMANbHO NOAO-
6paHHbIx CA, 0COGEHHO NPU BLICOKOW CTEMEHW [BYCTO-
POHHEWN TYroyxocCTH;

° Mpu BbISBNEHUU XPOHWYECKOW [ABYCTOPOHHeW CHT
no TUNy ayaAuTOPHOW HenponaTtum nto6boKn CTENEHU, ecnu
npumMmeHeHne CA He NPUHOCUT OxnaaemMoro apodeKTa;

° pelleHne NPUHUMaETCS Ha OCHOBAHWM 3aKI0YEeHNS Cyp-
gonefarorMyeckon KOMWUCCUU MELULIMHCKOro LEeHTpa,
cneunanu3npyowerocs Ha XUPYpPruyeckoMm nevyeHuu
NOAOOHbIX COCTOSAHWUN.
lpotuBonokasaHusi. B cooTBeTCcTBMM € OdULMANbHbI-

MU KIMHUYECKMMU pekomeHaaumnsMmn MuHsgpasa Poccuu,

CYLLECTBYIOT ONpeaeneHHble YCI0BUSA, NPU KOTOPbIX NPoBe-

aeHne KWy geten KaTeropuyeckn He pekoMeHayeTcs.

K TaKMM yCnoBHUSAM OTHOCATCS:
® MONHOE OTCYTCTBME CTPYKTYP BHYTPEHHEro yxa, Xapak-

TepHoe ans aHomanuu Michel,

° nonHas obnuTepaums yanTKu;

® HaJMyne Cepbe3HblX COMAaTUYECKMUX, HEPBHbIX MK MCU-
XMYECKMX 3ab0oNeBaHUi, KOTopble MOryT nomellaTb Npo-
BeleHWIo onepauun nog obWwMmM HapKo30M, YCTaHOBKE
KOXNeapHOoro MMnaaHTa U NocneayloLen cnyxope4yeson
peabunutauuu [14].

Ncenepoanus A.D. Warner-Czyz n coaBT. (2022) noka-
3a/u, 4TO MCMNONb30BaTb KOXJIEapHble UMNNAHTLl Y AeTen
BO3MOXHO, €ecniu pebeHOK COOTBETCTBYET KPUTEPUIO
50/>70, rne 50 — 3TO NpOUEHT onpeaeneHns cnos (pas-
6opynBOoCTM cnoB), a 70 — nopor cnyxa, TO eCTb Bpay
LOMKeH paccMmaTpuBaTb pebeHKa KaK KaHauaata Ha KW,
€Ccnn NpoueHT pasbopynBocTM cnoB pevn meHee 50%,
a ToOHaNbHble noporu cnyxa 6e3 CA — 6onee 70 ab, u ume-
loTCS Nnoxue pesynbratbl OT ncnonb3oBaHusa CA, a TaKxe
NAOXOW Nporpecc B CliyXxope4yeBOM pas3BUTUM pebeHKa
[54, 62-64].

BHYTpeHHAA 4YacTb KOX/JeapHOro MMmMnaaHTa ycTaHaBs-
NMBaETCa XMpyprom BO Bpems onepaunu. A. Das v coasT.
B 2024 r. coenanv BbIBOA, YTO MCMOJ/Ib30BAHWE MUKPO-
cKona ABAseTcs NpeanovTuTenbHbIM Ans nposegeHuns KU,
HO B Cny4Yasix C 3aTpyAHEHHOW BM3yanu3auuen 3HLOCKON
MOXeT OblTb AOMOSIHEHUEM K MUWKPOCKOMY ANs Nyywero
0630pa, 4YTO YBENMYMBAET WaHChbl Ha KayeCTBEHHYIO yCTa-
HOBKY WMMMNaHTa B HWLY KPYrioro OKHa W crnoco6ceTByeT
COXpaHeHuto cnyxa [65].

S.K. Swain B 2022 r. npoBen 0630p ctaten 3a 20-neT-
HWUI Nepunof, B KOTOPbIX YKa3blBanoCb Ha HannM4ymne BECTH-
6yNApHON AUCPYHKUMKM Yy NOoNb30BaTesleln KOxjaeapHblX
UMniaHToB. ABTOp cAenan BbiBOA, YTO BBEAEHUE 3neK-
TPOAa B YAWUTKY MOMET NPUBECTU K MOPHONOrMYecKuMm
M QYHKLUMOHANbHLIM M3MEHEHUAM BO BHYTPEHHEM YXe,
4TO CNOCOGHO BbI3bIBaTb rONOBOKPYXKEHUE. B CBA3K C 9TUM
ABNSETCA Ba)XHbIM MPOBeAeHWe uccnefoBaHUs BeCTUOY-
NnApHOM PyHKUMK pebeHKa nocne KWU. ABTop npeanonaraer,
4YTO HapylweHue paboTbl nepudepuyecKknx BeCcTUBynap-
HbIX PeuenTopoB MPUBOAUT K TFOJIOBOKPYKEHUIO TONbKO
NP HeZOCTATOYHOCTU LIEeHTPasbHbIX KOMMEHCATOPHbIX
MexaHU3moB [66].

HapyKHbIH KOMNOHEHT — pe4vyeBon npoueccop (Pr) —
noAkayaeTcs o6bl4HO Yepe3 3—4 Hep nocne onepauuu
[54, 62, 67]. HeKoTOpble KAWMHUKK NepBoe MNoAKIloYeHne

Puc. 9. HapyHas 4yacTb (peyeBor npoLeccop ¢ nepegaTinkom)
CUCTEMbI KOX/IeapHOro MMNAaHTa Ha yxe nauneHTa
McToyHuk: CaBenbes E.C., 2024.

Fig. 9. External part (speech processor with transmitter) of the
cochlear implant system on the patient’s ear
Source: Savelyev E.S., 2024.

PN npoBoasAT Ha 2—3-i aeHb nocne onepaunn. Pl nepe-
[laeT CUrHan 4epes KOXY BHYTPEHHEMY KOMMOHEHTY cUcTe-
Mbl — KOXJleapHOMYy uMMAaHTy. Pl pa3HbiXx Npou3Boau-
Tenen oTAM4YalTcs M 6biBAlOT KapMaHHbIMM, 3ayLlWHbIMU
Unu BHeyWHbIMK [54]. MNpu onpeaeneHnn nokasaHum K KM
BaXHbIMK daKToOpaMu SBNFIOTCA HaNlnYne CEpbe3HON Noa-
LEPXKKN CO CTOPOHbLI poauTenen pebeHKa C roTOBHOCTbIO
K nocneonepauyMoHHOMY peabuiMTaLnoHHOMY Mepuo-
[y, NOHUMaHWe pPOAUTENAIMU HEOOXOAUMOCTU KOPPEKLIUU
napameTpoB PIl, To ecTb npoBeAeHUA MepPUOSUYECKUX
HacTpoeK PI1, He06X0AMMOCTH MOCTOSHHBIX 3aHATUM C CYyp-
foneparoramu, noronefamu, gedekronoramu B nocneone-
paLMOHHbIN Nepuoa.

[ns Ka4eCTBEHHOM KOPpPEKLMU napaMeTpoB HaCTPOWM-
Ku Pl KOXneapHbIX UMMNIAHTOB MPUMEHSIOTCH pasfinyHble
MEeTOAbl, B pe3y/nbTaTe KOTOPbIX ONpeaensdoT Noporn KoM-
$OpPTHOrO M MOPOroBOro YPOBHEW CTUMYNSALMU CIIYXOBOrO
HepBa, KOHOUTypaLMIo HaCTPOEYHbIX KapT, YPOBHU AUCKOM-
dopTa n gpyrue napameTpsbl [54, 68].

CywecTByeT [Ba OCHOBHbIX MeTofda HacTponku PII:
CYObEKTUBHBIN, WU MCUXOAKYCTUHECKUIN, U OOBEKTUBHbIN,
UK aNeKTpodU3MoNOrM4ecKnin, OCHOBaHHbLIM Ha perucTpa-
LMW 2NeKTPoPU3N0NorMyecKkux oTBeToB Hepsa [54, 69].
CyOGbeKTUBHbIE METOAbI Pas/iMyHbl, Haubosnee 4acto npu-
MEHSAIOT OLEHKY peaKkuuu nauueHTa BO BPEMS HacTpoey-
HOW Ceccuu Ha pasnuyHble 3BYKM PeYeBOro U HepeyeBoro
CMNEeKTpa, a TaKKe TECTUPOBaHWE XUBOW peyblo, B CBOOOJ-
HOM roJle, aHKETbl U OMPOCHWKK, TOHaJIbHYIO MOPOroBYIO
M pevyeByl0 ayauMoOMeTpuio B CBOGOAHOM 3BYKOBOM Mosie.



Cypaonegarorv urpatoT BaxHyl0 poib Npu TeCTUMPOBaHUMU
pebeHKa KaK BO Bpemsi HacTpolku PIl, Tak u npu guHa-
MMUYecKoM HabnoaeHun [69, 70]. PeyeBas ayaunomeTpus
B CBOGOAHOM 3BYKOBOM MoOfie B TUWWHE M LWIyMe ABASET-
€Sl MPOCTbIM U 3OPEKTUBHLIM AOMNONHUTENBbHBIM METOA0M
ON9 KOPPeKLMM napameTpoB cTumynsumm Pl KoxneapHoro
umMmnnaHTa [69, 71].

Cpean O6bEeKTUBHbIX METOAOB, KOTOpble MOryT 6biTb
MCMNONb30BaHbl B MPOrpaMMUMpPOBaHUM peyveBbIX Nnpouec-
COpPOB KOX/1leapHOro uMnfaHTa, OCHOBHbIM SIBASIETCS onpe-
[JeneHve nopora 3/IeKTPUYECKM BbI3BAHHOMO MoTeHuMana
[EeNCTBUSA CIyXOBOro HepBa METOLOM TENEMETPUN HEPBHOIO
oTBeTa [69, 72].

AneKTpUYEeCKM BbI3BaHHbIN MoTeHuuan gencTsus cny-
xoBoro HepBa (electrically evoked compound action
potential; eCAP), unu tenemeTpus HEPBHOIrO OTBETA CAy-
XOBOro HepBa, ABASETCH OTBETOM rpynmnbl HEPBHbIX BOO-
KOH CNyXOBOrO HepBa, ero perucrpauns npoBOAMTCS
C MCMNOJIb30BAHMEM 3NEKTPOAOB BHYTPU YINUTKK [54, 72, 73].
J70T MeTOo4 fBNseTca Hanbonee onTUMaNnbHbIM A9 NpU-
MEHEHMS Yy ManeHbKMUX AeTeNn, TaK KaK OH fBAsSeTCs Nof-
HOCTbIO aBTOMATUYECKUM U He TpebyeT o6paTHOM CBSA3M
C NauMeHTOM.

lMpoBeageHne n3MepeHus cTaneananbHoro pednekca
Ha 9NEKTPUYECKYIO CTUMYNSALMIO TaKKe ABNAETCH 0ObEKTUB-
HOW METOAMKOM A1 HAaCTPOMKK napameTpoB PI1, NOCKObKY
noporn craneguancHoro pednekca MOXHO MCMONb30BaTb
npu Bbi6ope KOMPOPTHbLIX MOPOros cnyxa [74].

PEABUWIUTALUA

Peabunutauma pgeten nocne yCTaHOBKM 31€KTPOAOB
M HacTponku Pl — BakHenlwass U HeoTbemseMas 4acTb
KW. Heob6xoammo o6ecneyvnTtb pebeHky nocne KU Hanunuune
peyeBoOm «crblWallen cpeabl», NOCTOAHHbLIX 3aHATUIM NO pas-
BUTUIO CNYXOBbIX HABbIKOB M PEYM C LieNibio YCBOEHUS obLLe-
o6pasoBarefibHblX NporpamMm, COOTBETCTBYIOWMUX €ro BO3-
pacTy. [lokadaHo, 4To feTH, NpoonepupoBaHHbIe B BO3pacTe
[0 2 neT, MOTyT pa3BuBaTb pevyeBble HaBblKW KaK Yy 340p0-
BbIX CliblWlalmx geten [75].

H.M. Farag u coaBT. B 2024 r. npoBeNn aHanu3 peye-
BbIX HaBbIKOB y 46 aeten oT 4 A0 5 neT, UCMNONb3YOLWMX
CUCTEMbI KOXJ€apHbIX WMMMNAHTOB, MNPOONEPUPOBAHHbIX
B Bo3pacTe ¢ 2 o 4,3 roga, npu nomouwm wKanbl APPLE
TOOL (A Profcient Preschooler Language Evaluation), koTo-
pas npeaHa3HavyeHa Ans OLEHKM peyn y getev ot 3 go 5 ner.
ABTOpbI cAenanu BblBOA, YTO AETU, C KOTOPbIMU MPOBOAM-
JINCb NOCTOSIHHbIE NIMHIBUCTUYECKNE 3aHATUS Gonee 2 neT,
OEMOHCTpMpoBann 6onee BbICOKME NOKalaTenn, YeM AeTH,
3aHMMatoLlmecs MeHee 1 roga [76].

N.A.M. Mosaed 1 coaBT. ony6/MKoBanu AaHHble O TOM,
4YTO ABYMS Hauvbonee BaxHbIMM GaKTopamu, BAUSIOLMMHU
Ha pesynbtaTt KW, gBng0TCA BO3pacT Ha MOMEHT UMNAaH-
TauMu U 4AnTeNbHOCTb CAyXOBOro onbita. Apyrne dakTtopsbl
OblIM BaHbl, HO HE OKa3blBanu CyLECTBEHHOIO BAWUAHUSA
Ha pe3ynbTaTbl BOCNPUATUSA pedn [77].

MHTepecHbl JaHHble, KoTopble npeactasuam A. Ramadhanti
n coaBT. [78]. OHK npoBenun oHNanH-onpoc 157 cneunanuc-
TOB MHAOHE3MM B 061aCTU OTOPUHONAPUHIONOMMKN Ha npea-
MeT KOXJIeapHbIX UMMIAHTOB (3HaHWeE O KoxneapHbIX UMMNaH-
Tax, OTHOLWEHWEe K HUM W FOTOBHOCTb cneunanuctos JIOP
M3yyaTb M y4acTBOBATb B }KMU3HM NALMEHTOB C KOX/J1€apHbIMU
umnaaHtamu). Mo pesynbratam onpoca aBTOPbl BbIACHUAM,
yto NMMwb 41% cneunannuctoB B 061acTM OTOPUHONAPUH-
roNorMn UMenu Xopoline 3HaHUS O KOXJeapHbIX UMMNNaH-
Tax, a 43% — cpeaHuUn ypoBeHb 3HAHWW. YOMBUTENbHbLIM
Obl1 GaKT, 4To 62% cneunanucToB NPOAEMOHCTPUPOBANU
HeraTMBHOE OTHOWEHME K HUM, oaHako 99% Bbipasuau

XOPOLUYI0O FOTOBHOCTb K [anbHENWeEeMY M3YYEeHW0 [LaHHO-
ro Bonpoca [78]. B cBA3W C HU3KOW OCBEAOMIIEHHOCTbIO
Bpayen No Bomnpocam KOXneapHblIX MMMNAHTOB BaHbIMU
ABNAIOTCSH 3HAHWS OTOPUHONAPUHIONOIOB, HE paboTaloLWMX
C TaKMMK CUCTEMAMMU, U NefMaTPOB O TAKTUKE ANMArHOCTUKMU
M MOKal3aHWAX K HanpaBieHWto AeTel AN OKalaHus AaH-
HOrO BMAA BbICOKOTEXHONOMMYHON MOMOLWMN. TaKKe BaKHbl
BOMPOCHI NPaBWIbHOIO BEAEHUS AeTEN, KOTopble nepeHecnu
onepauuio KN.

Huxe npuBOAATCA OCHOBHblE CBEAEHWUS, O KOTOpPbIX
HEeoO6X0AMMO MNOMHWUTL neauaTpy npu B3auMOAENCTBUMU
C N0Nb30BaTeNIIMU CUCTEM KOX/1€aPHbIX UMMIAHTOB.

Mpun Hannumm y pebeHKa cucTeMbl KOXJ1€apHOro MMIMaaH-
Ta He06X0AMMO NMOMHMTB!

1) pebeHKy peKoMeHAoBaHO naberaTb TpaBMaTUYHbIX BU-
OB cnopTta, uM3beraTb CTaTMY4ECKOro 3MEeKTPUYecTBa,
KOTOpble MOryT MPUMBECTU K BbIXOAY KOXJieapHOro
UMMIaHTa U3 cTpos;

2) 3anpeLieHo UCnonb30BaTb NEKTPUYECKUE U INEKTPO-
XUPYPruyecKme ycTpomncTBa B 30HE MO/I0Bbl U LWeK, Tak
KaK 3TO MOXET NPUBECTM K NOBPEKAEHUIO BHYTPEHHETO
KOMMOHEHTa UMNAaHTa;

3) BaXHO CKPyNyne3HO NpuaepKMBaTbCs YKazaHu, npeao-
CTaB/IEHHbIX MPON3BOAMTENEM KOXNEAPHOI0 MMMNAHTa;

4) npu HazHayeHun oU3noTepaneBTUHECKUX NpoLeayp
pebeHKy C KOoXJleapHbIM UMMIAHTOM ClefyeT HEYKOCHMU-
TeNbHO cnegoBaTh PEKOMEHAAUUSAM NPOM3BOAUTENS;

5) nNpUMeHeHMEe 3NEKTPOLIOKOBOW MW 3NEKTPOKOHBYSb-
CMBHOM Tepanuu B 061acTu ronoBbl U LWeN Kateropuye-
CKM 3anpeLeHo, NOCKONbKY Takne MeToabl MOryT HaHe-
CTW CEPbE3HbIN Bpea UMMNAHTY;

6) B 061aCTU PacnonioXKeHUs MMNNaHTa CTPOro He peKo-
MEHAYETCS NPOBOANTb HEMPOCTUMYNALMIO, YIBTPA3BYKO-
BYIO Tepanuio, guatepmuto, MoHobopes 1 ntobble gpyrue
MEANLIMHCKME MK KOCMETUYECKME NMpoLeaypbl, KOTopble
MOFYT MHAYLMPOBAaTb TOK. ATO MOXET MPUBECTU K HEXE-
NnaTeNbHbIM 3N1EKTPUYECKUM BO3LENCTBUSAM Ha INEKTPO-
Abl UMNNAHTa U, KaK CNeACTBUE, K ero MOBPEXAEHMIO;

7) pasnuyHble MeauUMHCKKME npoueaypbl (MarHMTHO-peso-
HaHCHas ToMorpadus, pusnoTepaneBTUYECKNe npoLie-
4ypbl U Ap.) MOTYT Bbi3BaTb NOBPEXAEHME KOX/1I€apHOro
UMMaHTa, B CBA3W C 3TUM HEOBXOAMMO YeTKO chepo-
BaTb MHCTPYKLWMW NPOU3BOAUTENS, KOTOpas nogpobHO
onucbiBaeT BCe 0CO6GEHHOCTU BO3AENCTBUSA Ha CUCTEMY
PasNMYHbIX MEAULIMHCKMX MPOLLEAYp;

8) B cny4yae BOSHWKHOBEHWS BOMPOCOB HEOOGXOAMMO 06pa-
eHne B KAWHUKY, rae Oblna npoBejeHa onepauus,
a Takxe B oduuManbHOEe NpeacTaBMTENbCTBO KOMMa-
HUU-NPOU3BOAUTENS KOXI€AaPHOro nmnnanTa [79].
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KnnHnyeckne pekomeHpgauuu no GPOHXMaNIbHOM acTMe npeAcTaBisaioT CO60M M3/0KEHUE CUCTEMATU3NPOBAHHO-
ro nogxoga K AMArHOCTUKE M JIEYEHUIO 3TOMO0 XPOHMUYECKOro BOCMNAJ/MUTE/IbHOro 3ab60/eBaHns AblXaTelbHbIX MyTei
AN JOCTUXKEHMS KOHTPOJIS Hajg HUM. B ctaTtbe nogpo6HO onucaHbl COBPEMEHHbIE METOAbl AMarHOCTUMKU, BKJIOYas
aHamHes, ¢u3unKanbHoe obcrefoBaHue, QYHKUMOHasbHble MPO6bLI IErKUX M onpeaeseHne YPOBHS BOCMaleHUS.
Oco6oe BHMMaHWe yaenseTcs nHAMBMAyaam3aumum tepanmm ¢ y4eToM CTENEHU TSIKECTU U KOHTPOJIS Had 3a60o1eBaHu-
eM, a TaKKe HaJlmynsi ComnyTCTBYIOLMX COCTOSHNIA. ABTOpamu noag4yepKUBaeTCsl BaXXHOCTb MCIMOJIb30BaHUSI UHIansiLUm-
OHHbIX FTIOKOKOPTUKOMOB KaK OCHOBbI [10JITOCPOYHOIr0 KOHTPOJIS U HA3Ha4YeHMs 6POHXOIMTUKOB GbICTPOro AeHCTBUS
A1 CUMITOMaTM4eCcKoro obsieryeHuns. Takxe paccmaTpuBaloTCs HepapMaKoI0rM4ecKkme Mepbl: U3beraHne KOHTakTa
C annepreHamu, M3MeHeHWe obpasa KM3HM, 0BYyYeHMe nauumeHTOB MpaBuIbHOMY MC0JIb30BaHUIO MHIraassTopoB
M caMoCTOSATE/IbHOMY KOHTPOJIIO 3@ CMMATOMaMu. BaxKHOM 4acTblo ABASIOTCA CTpaTerns «nojaepxuBatoLlei tepannmn»



v naaH AencTBui npu 060CTPEHMSIX, HTO CIOCOOBCTBYET CBOEBPEMEHHOMY PEearmpoBaHMI0 U CHUKEHNIO PUCKA TSIKEbIX
COCTOSIHUM. ABTOPbI NOAYEPKUBAIKOT HEOBXOAUMOCTb PErYIsIPHOr0 MOHUTOPUHIa 3PPEKTUBHOCTHU IEHEHUSI U KOPPEKLUMMN
Tepanuu B 3aBUCUMOCTM OT AMHAMUKKU 3a60/1€BaHus. [JaHHble€ KIMHUYECKNE PEKOMEHAaUMN HanpaBieHbl Ha MoBbILlLIe-
HUEe KayecTBa MeAMULIMHCKOM MOMOLM naLmMeHTaM ¢ 6pOHXUalbHON aCTMOM, CHUXEHME YacTOTbl 060CTPEHMUI 6OIE3HU
M ynyyleHne KayecTBa )KM3HM 6O0J/IbHbIX 38 CYET BHEAPEHUSI COBPEMEHHbLIX [JOKa3aTesibHbiX METOAOB AMArHOCTUKHN
n Tepanum.
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Asthma Management Current Guidelines

The clinical guidelines for asthma provide a systematic approach to the diagnosis and treatment of this chronic inflammatory
disease of the respiratory tract. The article provides a detailed description of current diagnostic methods, including history
taking, physical examination, pulmonary function tests, and inflammation measurements. The focus is on individualizing
therapy based on the severity and control of the disease, as well as the presence of comorbidities. The authors emphasize the
importance of using inhaled corticosteroids as the foundation for long-term control and the use of fast-acting bronchodilators
for symptomatic relief. The guidelines also cover non-pharmacological measures, such as avoiding allergens, lifestyle changes,
and teaching patients how to properly use inhalers and monitor their symptoms. An important aspect of the guidelines is the
“supportive therapy” strategy and the plan of action for exacerbations, which helps to respond promptly and reduce the risk of
severe conditions. The guidelines emphasize the need for regular monitoring of treatment effectiveness and the adjustment of
therapy based on the progression of the disease. The goal of these clinical guidelines is to improve the quality of care for patients
with asthma, reduce the frequency of exacerbations, and enhance their quality of life through the implementation of evidence-
based diagnostic and treatment methods.

Keywords: children, asthma, clinical guidelines, management, diagnostics
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ONPEAENIEHUE

BbpoHxnanbHaa actma (BA) aBnseTcs reteporeHHbIM
3a60M1eBaHUEM, XapaKTEepPU3YIOLIMMCA XPOHUYECKMM BOC-
nafieHnem fAblxaTefbHblX NyTer, HaMYMEM PECNUPATOPHbIX
CMMMNTOMOB, TaKMX KaK MPUCTYMbl 3aTPYAHEHWS AbIXaHUS,
yAyWbs, CBUCTSALLME XPUMbI, OAbILIKA, 3a/I0}KEHHOCTb B rpyau
W Kallenb, KOTopble BapbUPYOT N0 BPEMEHW Y MHTEHCUBHO-
CTW 1 NPOSABASAIOTCH BMecTe C BapuabenbHON 06CTpyKLUMeEN
[bIXaTeNbHbIX MyTEWN.

[eTeporeHHocTb BA nposBngetcss pasnmMyHbiIMK GEeHO-
TMNamMmn 3aboneBaHUsl, MHOTME M3 KOTOPbIX BO3MOXHO
BblA€NUTb B 06bIY4HOM KJIMHUYECKOW MpaKTUKe (CM. pasaen
«Knaccudukauymsa»).

3TUOJIONUA U NATOTEHE3

®daKTopbl, KOTOPbIE MOTYT BAUATbL Ha pa3BWUTME M MPO-
aBneHus bA, npuBeaeHbl B Tabn. 1.

MynbTudaKkTopHOCTL naToreHesa bBA o6ycnosneHa
BK/IaloM Lenoro psgaa ¢GakTopoB — KaK FeHeTUYecKux
(HacneacTBEHHOCTb), TaK W 3NUreHeTUYeCKUx (peanusye-
MbIX MPY MHOXECTBEHHOM 3KCMOCOMaslbHOM BO3[ENCTBUN).
MatoreHe3 BA npeactaBnseTr co60M CNOXHbIM U Bce elle
He [0 KOHLAa W3YyYeHHbI MexaHW3M, BKJOYaloWMin yya-
CTUE TEeHeTMYecKux ¢GaKTOPOB, KIETOK M TymMopanbHbIX
$aKTOpOB BPOXKAEHHOIO M afanTUBHOIO MMMYHUTETA, 3MK-
TenmanbHbiX 6apbepoB, LIMTOKMHOB U XEMOKMHOB, HENpPO-
MeAMaToOpPOB U MHOTUX [APYrMX KJETOYHbIX MU MeAMaTOPHbIX
3/IEMEHTOB, GOPMUPYIOWKUX pasHble GEHOTUMbI U SHAOTU-
nbl 60n1e3Hn. CNoXKHOEe B3auUMOAEWUCTBUE MeEXAY WMMMYH-
HbIMW OTBETamu 1-ro U 2-ro TMNOB CNOCOOGCTBYET BO3HMK-
HOBEHWIO Pa3MYHbIX GMONOrMYECKMX (GEHOTUMOB acTMbl.
OCHOBHble UMMYHOBOCMaUTENIbHbIE MeXaHn3Mbl BA BKItO-
YyaloT 3HAOTMMBbI C BbICOKMM T2-BocnaneHuvem (T2-actma),
HU3KMM T2-BocnaneHnem (He-T2-acTMa) M CMeELLaHHble,
KOTOpble MOTYT UMETb 06LLME FreHETUYECKUE, INUTeHeTHnYE-
CKMe, MeTabosIMYeCcKMe, HEMPOreHHbIE U PEMOAENMPYIOLLNE
XapaKTepucTukn [1]. B cOOTBETCTBMM C 3TOM KOHLEMLNEN,
B OCHOBe annepruyeckon BA, nosgHen 303MHODWMIBHOM
BA, «aCnMpPUH-MHAYLIMPOBAHHOIO» pecnmMpaTtopHoro 3abone-
BaHUSA NIEXWUT MpPenMyLLecTBEHHO T2-303MHOGUIBHOE BOC-
naneHue, Toraa Kak BOCManuTenbHyto ocHoBY BA, accoum-
MPOBaHHOM C oxupeHueM, BA KypunblumkoB 1 BA ¢ o4eHb
no3gHMM [JebloToM cocTaBndeT He-T2-BocnaneHue. 3To
MOryT OblTb HEUTPOPUIbHOE WKW ManorpaHynounTapHoe
BocnasnexHne, B GOPMMUPOBAHUN KOTOPbIX PO/b LIMTOKUHOB
T2-npoduna (mHtepnenkut (IL) 4, IL-5, I1L-13) He cTonb 3Ha-
yuma. JommHupoBaHne T2-UMMYHHOrO OTBETa, pa3BuBalo-

Werocs B HUKHMX AblXxaTeNbHbIX NYTSAX, COCTaBAsSE€T OCHOBY
UMMYHONIOTMYECKMUX HapyLEeHWH B abCOMOTHOM OGOMbLUMH-
cTBe cnyyaeB BA. lloBTopHOe BO34eNCTBME aiepreHoB
y FEHETUYECKM NPeapacnoNOXKeHHbIX UL MHAYLMPYET pas-
BMTUE Th2-KneTok, KoTopble npoayumpytoT IL-4, IL-5 n IL-13.
OTW UMTOKMHbI 2-r0 TMNa MOryT TaK)e NpoayuupoBaTb-
Csl anbTepHaTUBHbIMM MEXaHW3MaMu C y4yacTMeM KIeToK
BPOXAEHHON UMMYHHOM cucTeMbl 2-ro Tuna (BJIK2). Takum
06pas3oMm, Ha3BaHWe 3TOro TMna BocnaneHus u aHgotuna bA
6b1/10 U3MEHEHO ¢ Th2, 4To Noapa3zymeBano NPOAYKLMIO ATUX
LMTOKMHOB UCKOYMTENbHO Th2-nnMmdoumTamn, Ha Bocna-
neHune 2-ro tuna (T2-BocnaneHue), KOTopoe, COOTBETCTBEH-
HO, NeXKUT B ocHOBe T2-acTmbl [2]. [aToreHbl, BKAOYas 6aK-
TEePUH, BUPYCbI U TPUBKK, @ TaKKe annepreHbl v NoAMOTaHTbI
MOTYT BbI3blBaTb NOBPEXAEHNE ANUTENUS, MPUBOAS K MOBbI-
WEHHOW 3KCMPEeCcCcUMM M BbICBOOOXKAEHMIO anapMMHOB —
IL-33, IL-25 ® TUMWYECKOro CTpoManbHOro NMMGONO3TUHA
(thymic stromal lymphopoietin; TSLP), KoTopble CTUMYIUPYIOT
B/TK2 K npoayKuuu IL-5 1 IL-13, a TakKe aKTUBUPYIOT Npo-
nmbepaumio Th2, NnpnBoaa B KOHEYHOM MTOre K pasBUTUIO
303MHOGUNBHOIO BOCMNANEHUS B CIM3UCTOM 060/104KE Ablxa-
TeNbHbIX NyTen. 3HayeHne 303MHODUABLHOrO BOCnaneHus
npu BA cnoxHo nepeoueHuTb. MoBbIWeHME YMUcna 303UHO-
$GunNoB B AbIXxaTeNbHbIX NYTAX — XapaKTePHbIN NPU3HaK LaH-
HOro 3aboneBaHus, a MHPUIbTPaLUA BPOHXMAIbHOM CTEHKM
aKTMBUPOBaHHbIMK 303MHOGMNAMK ONOCPeayeT NnoBpexKae-
HUE ANUTENNS AblXaTeNbHbIX NyTEN Y 60bHbIX BA.

SANUAEMHOJIOrUa

[lo umelowMmMea oLeHKaM, No KpanHen mepe 348 MiH
nauneHToB BO BCeM Mupe cTpaaatoT bA, B 2019 r. 6bina 3ape-
rucTpupoBaHa 461 Tbic. Cny4aeB cMepTH No npuyunHe BA [3, 4].
B Poccuiickon depepaumm, no JaHHbIM HeAaBHO NPOBeAEH-
HOro 3NMAEMMUONIOTMYECKOIO UCCIEA0BaHMS, PacnpoCcTpaHeH-
HocTb BA cpeam B3pochnbix cocTaBnset 6,9% [5], a cpeay aeten
M NoAapPoCTKOB — 0K0/0 10% [6]. Mo AaHHbIM LleHTpoB No KOH-
Tponto 1 npodunaktuke 3abonesaruin (Centers for Disease
Control and Prevention; CDC), Ha 2020 r. B CLUA 25,25 mnH
(7,8%) yenosekK cTpaganu bBA, n3 Hux 4,2 MnH (5,8%) — aetu,
npw atom 2,0% — nauneHTbl B Bo3pacTe oT 0 10 4 neT; 6,6% —
netn ot 5 go 14 net; 9,1% — ot 15 go 17 net. CornacHo gaH-
HOMY OTYETY, NoKa3aTeNb CMePTHOCTH OT BA y fleTew cocTaBun
2,8 Ha 1 MnH (204 nauueHTa) [7]. AMHamMM4ecKne OaHHble
no 2021 r. oTanyatoTcs He3HauyuTenbHo: B 2021 r. B CLUA BA
cTtpaganu 20,29 mnH B3pocnbix (8%) n 4,68 MnH aetewn (6,5%),
13 Hux B Bo3pacte ot 0 ao 4 net — 1,9%, ot 5 go 14 net —
7,7% v ot 15 go 17 net — 8,1%; nokasaTtesb CMepTHOCTK OT BA

Ta6nuua 1. aKTopbl, BAUSIOLME Ha Pa3BUTHUE U NPOSIBNEHNUS GPOHXMANbHOWM acTMbl
Table 1. Factors affecting the development and manifestations of asthma

daKTopbl

OnucaHue

e OxupeHue

BHyTpeHHUWe dbaKTopbl | ® eHeTuyecKas NpeapacrnoNoXeHHOCTb K aTonuu
¢ leHeTUyecKas NpeapacrnoioKeHHOCTb K 6pOHXMaNbHOM rMneppeakTMBHOCTH
e [Mon (B AeTcKom Bo3pacTe BA vallle pa3BMBaeTCs y Masib4MKOB; B MOJPOCTKOBOM M B3POC/IOM — Y KEHLIUH)

OKpy)KaloLlen cpeabl

MpodeccroHanbHble GakTopbl

(aKTUBHOE M NacCUBHOE KypeHue)

daKTopbI e AnnepreHsbl: KNely AoMaLHEN NbIAK, aniepreHsl JOMallHUX }KUBOTHbIX, a/llepreHbl TapakaHoB, rpUGKoBbIe
anneprexsl, Nbifbla PacTeHWM, N1LLEeBbIe (HanpuMep, MOJIOKO, apaxuc, pbi6a)
MHbEKUMOHHbIE areHTbl (MPEUMYLLECTBEHHO BUPYCHbIE)

A3pononnioTaHTbl: 030H, AMOKCUAbI CEPbI U a30Ta, NPOAYKTbI CrOpaHUs AM3ebHOro ToNAnBa, TabayHbli AbiM
e [lneTa: NoBbILEHHOE NOTpe6neHne NPOLYKTOB BbICOKOM cTeneHn o6paboTKu, yBeNnYeHHoe NocTynneHune

omMera-6-noMHEeHachILEHHON XUPHON KUCNOTblI U CHUKEHHOE — aHTUOKCHAAHTOB (B BUAe GPYKTOB
1 0BOLLEN) N OMera-3-NoNUHEHACHILEHHON XXMPHOM KUCNOThI (B COCTABE XMPHbIX COPTOB Pbibbl)

lMpumeyarHne. BA — 6poHxnanbHas actMma.
Note. SA (BA) — spasmodic asthma.



cpean geten coctaBun 2,0% (145 nauneHTtoB) [7]. B Poccuu
Ha 2022 r., Nno AaHHbIM [lenapTameHTa MOHUTOPUHIa, aHa-
nn3a U cTpaTernyeckoro passutua MwuH3apaBa Poccuu
n e¢rey «JHMMO3» MuHsgpaBa Poccuun, ¢ anarHo3om BA
yucnunuceb 1,591 mMnH 60nbHbIX (1,569 mMnH Ha 2021 r.),
M3 HWX noapocTtkoB 15-17 netr — 84 Tbic. U AeTen
ot 0 no 14 net — 229 ThIC. [8].

BonbWKWHCTBO nNauueHToB, cTpajatowmx bA, xopolwo
oTBEeYatoT Ha TpaanLMOHHYIO Tepanuto. OHAKO CyLLeCTBEH-
Has YacTb nauneHToB (20—-30%) MMetoT TPYAHYIO AN AOCTHU-
EHWUS KOHTPONsa Hag cumntoMamu BA, 4To MOXeT 6biTb
06yCNOBEHO:

° PUCYTCTBMEM TPUITEPOB (KYpeHnem);
® HalM4yMeM COMyTCTBYIOLIErO OXMPEHUs (4TO onpenens-
eT MeTabonmyeckne OoCOOEHHOCTM oTBeTa Ha dapma-

KoTepanuio);

e ¢deHoTMNoOM (Hanpumep, 303nHOGUIbHas bA);
® Bblpa)eHHbIM PeEMOAENMPOBAHMEM AblXaTeNbHbIX NyTen
npu cpeaHeTsKenon n Taxenon bA (Kak cneactene —

GUKCUPOBaAHHOM BPOHXMAIbHOW 0BCTPYKLUMER);
®  HW3KOM NPUBEPIKEHHOCTbLIO NIEYEHMUIO;

°  HenpaBWIbHOW TEXHUKOW MHIaNALuUuN.

Y HUX OTMEeYaeTcs BbiCOKas YactoTa 060CTPEHUN N 06pa-
LLLEHWI 3@ HEOTNIOXHOW MEeAULMHCKOM nomMolbio [4].

B npuvemHbIX OTAENeHUAX W OTAENEHUSX HEeOTNOXKHOWM
NOMOLLM CTaLMOHAPOB Pa3BUTbIX CTPAH Ha 4010 NALMEHTOB
¢ o6ocTpeHnem BA npuxoantca ao 12% Bcex obpalleHun,
13 Hux 20-30% Hy)patTcs B rocnutanusauuu B cneuu-
aNM3UPOBaHHbIE OTAENEHUSI U OKONo 4—7% — B OTaAeNeHus
peaHuMaLunn U uHTeHcuBHOW Tepanun (OPUT) [9-12]. Okono
5% Bcex nauueHToB ¢ o6ocTpeHneM BA TpebGyloT npoBse-
NEeHNs MHTY6aLMKW Tpaxenm U WUCKYCCTBEHHOW BEHTUNSALMK
nerkux (MBJ1), npu atom B cnyyae nposegeHnsa UBJ1 netanb-
HOCTb cpeau naumeHToB ¢ BA gocturaet noytn 7% [13].

OCOBEHHOCTU KOAUPOBAHUSA
Mo MEXXAYHAPOJHOW CTATUCTUYECKOM
KJIACCU®UKALIUM BONIE3HENW U NPOBJIEM,
CBA3AHHbLIX CO 3JOPOBbEM
bpoHxuanbHasa actma (J45)

e J45.0 bpoHxranbHas acTMa ¢ npeobnagaHuem annepru-
YeCKOro KOMMNOHeHTa

e J45.1 Heannepruyeckas 6poHxmanbHas actMma

e J45.8 CmeluaHHaa 6poHxManbHas acTma

e J45.9 bpoHxnanbHaa actMa HeyTOYHEHHas

AcTmaTuveckui ctartyc (J46)

e 757.2 He6naronpuaTHoe BO3AENCTBME MPON3BO/ACTBEH-
HOW Mbln

e 757.3 HeGnaronpustHoe BO3AENCTBME APYrUX MNPOU3-
BOACTBEHHbIX 3arpsA3HuTENen Bo3ayxa

e 7Z57.4 Heb6naronpuaTHoe BO34ENCTBUE TOKCUYHbIX
BELLECTB, UCMOb3YEMbIX B CE/IbCKOM X039MCTBE

e 7Z57.5 Heb6naronpuaTHoe BO34ENCTBUME TOKCUYHbIX
BELLECTB B APYrMx NPOM3BOACTBAX

K/NIACCUDOUKALUA

Knaccudpukaumsa 6poHXxmanbHOU acTMbl

no ¢eHoTunam

OnpeneneHne deHOTUNMYECKMX OCOBGEHHOCTEN 3abone-
BaHUs aBnseTcs TpeboBaHWEM BPEMEHM, TaK KaK NepcoHa-
NIM3NpOBaHHasa MefuuMHa Ha OCHOBaHMM OTOOpa NauueH-
TOB (BblgeneHune cybnonynsauum/knactepos/deHotnnos bA)
npegycmatpuMBaeT UCNoONb30BaHWE psija AMarHOCTUYECKMX
TeCTOB M Mpu MOATBEPXKAEHMM npeanonaraemMoro ¢deHo-
TMNa — TapreTHyl Tepanuio U MHAMBWUAYANM3UPOBAHHbIE
MeToAbl NpodunakTukm [2, 14, 15].

Annepruyeckas (aronuyecKas)) BA — Haubonee ner-
KO pacno3HaBaeMblit GeHOoTUMn, nNpu KoTopom BA 06biy-
HO HayuHaeTcd B [AETCTBE, CBA3aHa C HalMYMeM [pYyrux
annepruyeckux 6onesHen (atonuyecku gepmaTuT, annep-
TMYECKUM PUHUT, NUWEBas anneprus) y naumeHTa unm ero
POACTBEHHUKOB. 1151 3TOro peHoTnna xapaKTepHbl 303UHO-
dunbHOe BocnaneHne abixatebHbIX MyTEN U XOPOLWNA OTBET
Ha Tepanuio MHransauuMoHHbIMK FtoKoKopTuKoaamu (UIK).
Atonunyeckas BA gaBnsieTca nokasaHueM Ans NpPoBeAeHUs
annepreH-cneyndunyeckon ummyHotepanum (ACUT).

Heannepruyeckas BA (B TOM 4ucle «aCnnMpuUH-4yBCTBK-
TenbHas» U NpodeccroHanbHas) BCTpeYaeTcs npevmylle-
CTBEHHO Yy B3pPOC/bIX, HE CBSi3aHa c annepruen. MNpodunb
BOCMNaNeHUs AbixaTeNlbHbIX NyTEN Y MaUMEHTOB C AaHHbIM
GEHOTUNOM MOXET ObiTb 303MHOPUIIbHLIM, HENTPOPUIIb-
HbIM, CMELUaHHbIM WK ManorpaHyaounTapHeiM. B 3aBucu-
MOCTH OT XapaKTepa BocnaneHus oteeT Ha UKy nauneHToB
C Heannepruyeckon bA MoxKeT 6biTb HEJOCTATOYHbIM.

BA ¢ no3gHuM [e6ITOM. Y HEKOTOpPbIX MaLMEHTOB,
0COBEHHO Y XeHWMWH, BA gebtoTupyeT BO B3pOC/iomM BO3pac-
Te. TU NauMeHTbl Yalle He UMEeIOT afieprum 1, Kak npasu-
N0, ABASAIOTCS OTHOCUTENbHO pedpaKTepHbIMU K Tepanuu
CUCTEMHbIMM TNIOKOKOPTUKOMAamu (cl'K), unu num tpebytotcs
6onee Bbicokne go3bl UK.

BA ¢ ¢uKcHUpoBaHHON OOGCTPYKUMEH AbiXaTe/lbHbIX
nyTen. Y HEKOTOPbIX NaLMEHTOB C ANIMTENbHBIM aHaMHE30M
BA, no-Bnanmomy, BCneactBue pemoaenmpoBaHns 6poHXK-
aNbHOW CTEHKM pa3BMBaeTcs PpUKCUMpOBaHHaA 06CTPYKLUMS
AblXaTeNbHbIX NyTEN.

BA y nayMeHTOB € oXKupeHuem. [NaluneHTbl C OXKUPEHHU-
eM 1 BA 4acTo UMEIOT BblparKeHHble pecnupaTopHblie CUM-
NTOMbI, HE CBSiI3aHHblE C 303UHODUIbHbIM BOCMNaNEHNEM.

Y vHauMBmayyma, ctpagatouwero bA, moryt npucytcTBo-
BaTb HECKOJIbKO peHoTnnoB BA ogHOBpeMeHHO, 6osiee Toro,
OAWH GEHOTUM MOXET TpaHcHOPMUPOBATLCS B APYTrON.

Knaccudpukauma 6poHX1ManbHON acTMbl

Mo CTEeNEeHU TAKECTU

CteneHb TaxecTn BA y nauneHToB, nony4valowmnx nedve-
HWe, OLEHMBAETCS PETPOCMNEKTUBHO M onpeaensietcs 06b-
eMoM Tepanuu (MPoOBOAMMON B TeYeHWe MpefLlecTBYOLWmMX
HECKOJIbKMX MecsLEeB), HEOOXOAMMOW AN AOCTUKEHUS KOH-
Tpons Hag cumnTomamu [16-19].

Jlerkast BA — X0poLo KOHTpOMpyeTcs Ha GpoHe Tepanuu
B 06beme 1-1 unun 2-n ctynenn no GINA (Global Strategy for
Asthma Management and Prevention Initiative of Asthma),
Hanpumep HU3KuUMKn golamu UMK + dpopmotepon mnm UMK
BMeCTe KOpOTKoAeucTBylowumu P2-aroHnctamu (KABA)
no noTpebHoCTM NM6o HU3KMMKM ao3amu UMK mnm aHtaro-
HUCTOB JIEMKOTPUEHOBbIX peuentopoB (AJITP) B KauyecTBe
6a3ucHon Tepanun ¢ KBA no notpe6bHOCTH.

CpegHeTtsixkenasas BA — Xopowo KOHTpoaupyeTca
Ha doHe Tepanumn 3-i unun 4-u ctynenn no GINA.

Taxkenaas BA — DBA, KoTopas ONnsg OOCTMXKEHMUSI KOH-
Tpona TpebyeT Tepanuu, COOTBETCTBYIOWEN 5-M CTyneHu
no GINA, npy 3TOM NOMbITKK CHUXEHUS 0O6beEMaA KOHTPOJIU-
pytoLlen TepanumM HEM3MEHHO NMPUBOAST K MOTEPE KOHTPONS
Hapa cumnTomamu BA, unmn BA ocTaeTcst HEKOHTPONMPYEMON,
HECMOTPS Ha 3TO Jle4yeHue (CPeaHue MM BbICOKWME [03bl
NI'K coBmecTHo ¢ AJITP, n/wnn onutenbHOAENCTBYOWMMHU
aHTuxonuHeprukamu (AAAX), n/vnn cl'K, n/wnn npenapa-
TamMu UMMYHOBKNONOrMYECKON Tepanun). Bo MHOrMX cnydasnx
Tsxenas BA MoxeT O6bITb TPYAHOW ANS NeYeHns U3-3a Moau-
duumpyemMbix GaKTOPOB, TAKMX KaK HeENpaBW/bHas TEXHUKA
WMHransaumu, njaoxass NPUBEPIKEHHOCTb JIEYEHUIO, KypeHue
UKW conyTcTBylolUMe 3a60oneBaHns, UKW U3-3a HeNpaBWb-
HOro guarHosa.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MocKonbKy TeyeHune BA KpaiHe BapuabenbHo, cTeneHb
TSXKECTM 3ab0NeBaHNS MOXET MEHATbCS Ha MPOTSKEHUM
MecaueB U neT.

Y naumMeHToB C BrnepBble BbiBeHHOM BA Knaccuduka-
LMS NO CTENEHM TAKECTU NPOBOANTCA HAa OCHOBAHUM KIUHM-
4YeCKOM KapTuHbI (Tabn. 2).

Knaccudpukayumsa 6poHXManbHON acTMbl

Mo YPOBHIO KOHTPONS

Mo ypoBHI0 KOHTpons BA KnaccubuumpyeTtcs Ha:
®  KOHTPOIUPYEMYIO;
®  Y4ACTMYHO KOHTPOUPYEMYIO;
®  HEKOHTPOUPYEMYIO.

YpoBeHb KOHTpona BA onpeaenseTcs no YyactoTe AHEB-
HbIX U HOYHbIX NMPUCTYMNOB, NOTPEOGHOCTU B CMMMTOMATUYe-
CKOM Tepanuu 1 orpaHuyeHns B akTUBHOCTHM MO npuynHe BA.
HekoHTponupyemas BA moxeT HabnwogaTbCca y NaumMeHToB
C No6GON CTEMEHbID TAKECTU B CUNY Pa3UYHbIX MPUYMH:
HeaJeKBaTHOCTU 6a3MCHOM Tepanuun (HeJoCTaTO4YHbIM 06 bEM
GapMaKoNornyecKkom Harpysku, HenpaBWIbHOE BbINOJHE-
HUE TEXHWUKU UHTanaumi, HecobloAeHNE pexnma nevyeHus),
Hann4Msa conyTcTBYOWMX 3aboNeBaHUi, TeYeHne 1 Tepanus
KOTOPbIX HErATMBHO CKa3blBAlOTCA Ha COCTOSHWWM MalMeH-
Ta, a TaKXe MpoJo/mKalolLerocs BO3AENCTBUSA TPUITEPHbIX
daKTopoB (annepreHoB, Taba4yHoro gbiMa) u ap.

KoHTponb BA o3HayaeT OTCYyTCTBME KIMHUYECKUX MPO-
ABNeHnn 3aboneBaHusa. Kputepusmum MNOMHOTO KOHTPONS
ABNAOTCA:
® QTCYTCTBME [AHEBHbIX CUMMNTOMOB Yallle 2 pa3 B Heaeso

(ona neten 0o 6 netT — vaule 1 pa3a B Heaent);
® OTCYTCTBME HOYHbIX MPOBYKAEHUM N3-3a BA;
® QTCyTCTBME MNOTPeBHOCTM B npenapaTte ANa Kynupo-

BaHMA CMMNTOMOB Yalle 2 pa3 B Heaento* (ana aeten

[10 6 neT — vaule 1 pa3sa B Hefento);
® QTCYTCTBME NtO6GOro orpaHU4YeHns aKTUBHOCTU M3-3a BA

(ona neten no 6 net — 6eraert, UrpaeT MeHblle, Yem Apy-

rne aetu; 6bICTPO yCTaeT OT X04bObl/Urpbl).

Ona oueHKM KoHTpons BA B K/IMHMYECKOW NpaKTUKe
MOrYT 6bITb MCMONb30BaHbI:

*  3a MCK/I0YEHNEM MCMONb30BaHWSA GPOHXOAMNATATOPOB nepej
$U3NYEeCKON Harpy3Kon.

e TecT no KoHTponto Hag actmon (ACT — Asthma control
test) — MHCTPYMEHT ANst OLUEHKM KOHTPONs BA y B3pochbix
naunMeHToB M NOAPOCTKOB cTaplue 12 net (Mpunoxexue 1);

e TecT No KOHTpoO/O Haa acTMom y aeten (c-ACT — Children
asthma control test) — MHCTPYMEHT AN151 OLLEHKN KOHTPO-
na bAy neten B Bo3pacTte oT 4 go 11 net (Mpunoxexue 2);

* OnpoCHWMK MO KOHTpOAto cumntoMoB actMbl (ACQ-5 —
Asthma control questionnaire) — WHCTPYMEHT AN«
OLIEHKM KOHTpona BA y nauueHToB 6 neT U cTaple
(Mpunoxxexwue 3);

e OnpocHuK no wKane cumntomoB BA y aeten B Bo3pac-
Te no 5 net (TRACK — Test for Respiratory and Asthma
Control in Kids) — MHCTPYMEHT A/19 OUEeHKU KoOHTpons BA
y aeten oo 5 net (MpunoxeHue 4).

[ns aHann3a BpPayoM COBOKYMHOCTW Hanbonee 3Hayu-
MbIX KIMHUYECKUX KpUTEPMEB KOHTpONa Hag BA ¢ yyetom
GaKTOpOB pUCKa MCMONb3YIOTCA OMPOCHMKM, YKaldaHHble
B [MpunoxeHusax 5-7.

Knaccudpukayumsa 6poHXManbHON acTMbl

no cragMam 3abosieBaHUs

MoHaTne pemuccun BA, ero nHTepnpeTaumsa u NpUMeHn-
MOCTb K KOHKPETHbIM K/IMHWUYECKUM CUTYyaLMaM NPOAoIKatoT
06CyxAaTbCs NPAKTUYECKMUM M Hay4YHbIM COOBLLECTBAMM.

O6ocTpeHne BA npeacrtaBnseTr cob6oin anuM3oabl Hapac-
TalowWen ofblWKK, Kawns, CBUCTALLMX XPUMOB MU 3aN0MKEH-
HOCTU B FPYAHOWM KNETKE, y4alleHUs NPUCTYNOB 3aTpyaHEHMS
AbIXaHWS 1 yayLWbs ¢ NOBbILWEHHON NOTPEBGHOCTLIO B UCMOJb-
30BaHMK KBA, conpoBOXAalolMecss CHUKEHWEM NMUKOBOWM
cKopocTu Bbigoxa (INMCB) n o6bema GopcrpoBaHHOIO BbiOXa
3a 1-10 ¢ (OPB,), Tpedylolne N3MEHEHNI 06bIYHOMO pexnMa
Tepanun. BbipaxeHHoe cHuxeHne NCB 1 OPB, asnsiorca
HadeXHbIMW NoKazaTensaMu TaxecTtu obocTperus. OaHako
Heo6X0ANMO MOMHWTb, YTO Y HEGO/IbLIOMO KOMYeCcTBa NaLu-
€HTOB 3Ha4YnTENbHOE CHUXKEHNE DYHKLWUKN NETKNX B NepUoje
060CTPEHUSA HE CONPOBOXAAETCH U3MEHEHUEM/NOSBEHU-
em cumnTomosB [20, 21].

O60CcTpeHME MOXKET He TONIbKO pa3BMBaTbCs Yy NaLMeH-
TOB C YK€ YCTaHOBMEHHbIM AMarHo3om BA, HO u 6bITb nep-
BbIM NposiBfieHMeM 3aboneBaHns BHE 3aBUCUMOCTH OT ero
TSXKECTU. Yallle BCero OHO BO3HWKAET Npu TPYAHO KOHTPOU-
pyemon BA U MOXeT pa3BUTbCHA B CYUTaAHbIE MUHYTbI/Yachl

Ta6nuuya 2. KnaccnduKaums BnepBbie BbiIABAEHHON GPOHXMANbHOM aCTMbl MO CTEMEHU TAXKECTH
Table 2. Classification of newly diagnosed spasmodic asthma by severity

XapaKTepucTuKku

UHTepmutTUpylowas BA

JNlerkas
nepcuctupyrowas bA

Mepcuctupyrowas BA
cpeaHen TaXecTn

Taxenasn
nepcuctupytowasa bA

[HeBHble CUMMNTOMbI

Pexe 1 pa3a B Hegento

Yauwe 1 pa3sa B Hegento,
HO pexe 1 pasa B AeHb

E)xegHeBHble
CUMMNTOMbI; €XXeJHEBHOE
ncnonb3osaHne KABA

ExxeHeBHbIE CUMMNTOMBbI;
orpaHuyeHne pusnyeckon
aKTUBHOCTHM

Ho4Hble cumnToMbI

He vaue 2 pas B mecsy,

He vauye 2 pas B mecsl,

Ho4Hble cumnToMbI
Yalle 1 pasa B Hegento

YacTble HOYHble
CUMNTOMbI

O6ocTpeHus

0O60CTpeHUs KOPoTKME

O6ocTpeHus moryT
CHUXXaTb GU3NYECKYIO
aKTUBHOCTb
W HapywaTb COH

O6ocTpeHus
MOTYT MPUBOAUTL
K OrpaHuyeHuto
bU3NYECKON aKTUBHOCTH
W HapyLlweHK1o CHa

YacTble 060CTpeHUS

CDyHKLI,MOHaJ'IbH ble

0B, nnn MNCB = 80%

0®B, nnn MCB = 80%

0PB, nnn MNCB 60-80%

0PB, nnn MCB < 60%

rnokasartenu OT IO/IKHOTO OT IO/IXKHOTO OT I0/IKHOTO OT IO/IKHOTO
Pa36poc MCB Pa36poc [CB Pa36poc MNCB Pa36poc MCB Pa36poc CB
nin 0B, nin OB, < 20% nnn OB, 20-30% i 0PB, > 30% nnn OPB, > 30%

MpumeyaHne. BA — GpoHxuanbHas actma, KABA — KopoTkoaenctsyowme B2-aroHuctol; OPB, — o6bem $opcMpoBaHHOro Bbifoxa
3a 1-10 ¢; [ICB — nuKoBasa CKOPOCTb Bblgoxa.
Note. SA (BA) — spasmodic asthma; SABA (KABA) — short-acting beta2-agonists; FEV, (0®B,) — forced expiratory volume in 1 second;
PEF (NCB) — peak expiratory flow.




WK B TEYEHWE HECKO/bKMUX AHEN. PaspelueHne cMMNToOMOB
NMPOUCXOAMNT, KaK NpaBuio, B CPOKK 5-14 gHen.

Knaccudpukaymsa o6ocTpeHUin 6poHXuasnibHOMN

acTMbl MO CTENMEHU TAXKECTHU

[MaumeHTbl ¢ No60M cTENEHbIO TAecTn BbA MOoryT MmMeTb
Nerkue, cpeaHeTsKeNnble uam TaxKenble o6ocTpeHus. Y psaa
nauueHToB ¢ fierkon BA HabnoaalTCs TAXKeNble U XU3He-
yrpoxatwouwme obocTpeHns Ha GoHe ANuTeNbHbIX 6eCccUMm-
NTOMHbIX NEPUOAO0B C HOPMabHOM NEero4HoOn GYHKLUMEN.

CTteneHb Ts»KecTu obocTpeHur BA y nauueHToB 6 net
W cTaplle ycTaHaB/MBAETCA MO KAMHWYECKUM KPUTEPUSM,
npvBeaeHHbIM B Tabn. 3. [as onpeaeneHus Taxectu 060-
CTPEHMs1 AOCTAaTOYHO HanMyns XxoTsa Obl OAHOMO M3 COOT-
BETCTBYIOLWMX KpuTepueB. Y nauumeHToB ¢ BA B BO3pacTte
Mnagwe 5 neT Ans OUEHKM CTEeNeHW TAXEeCTH 060CTPEeHMs
MCNONb3YIOT KPUTEPUU, MPUBEAEHHbIE B Tabn. 4.

lMoa acTMaTMyecKMm CTaTycoM MOHUMAlOT 3Nu3of
OCTpOW AbixaTenbHoW HepgoctatoyHocTn (OAH) Bcneactsue
o6ocTpeHus BA. TepMUH «acTMaTUYEeCKUIM cTaTyc» IKBUBA-
NIEHTEH MOHATUAM WKM3Heyrpoxatwlwas acTma» U «acTma,
61n3Kas K daTanbHON».

dopmMmynupoBKa guarHosa

Mpumepbl OPMYIMPOBKM AMArHo3a ykasaHbl B [puno-
eHuun 8.

Mpn dopmynMpoBKe aAnarHo3a Heob6xoAMMO YKa3blBaTb
CTeneHb AblxaTeslbHOM HegocTaTtodHocTH (AH).

OH — Hecnocob6HOCTb CUCTEMbI [AblXxaHus obecne-
YUTb HOPMaJSIbHbIM ra30BbIA COCTaB apTepuasbHOW KPOBMU.
Mo ckopocTh pa3euTtua pasnuyatoT O4H 1 xpoHnyeckyto AH
(X4H) [22].

O[H pa3BuBaeTcs B TeYeHWe HECKOJIbKUX AHEW, YacoB
WUNW faxke MUHYT W TpebyeT NpoBeAeHns MHTEHCUBHON Tepa-
MUK, TaK KaK MOXET NpeAcTaBNATb HENOCPEACTBEHHYIO Yrpo-
3y 415 XM3HU 605bHOrO. Mpu 6bicTPpOM pas3BuTum H He ycne-
BaloOT BK/IIOYMTbCSH KOMMEHCATOPHble MEXaHM3Mbl CO CTOPOHbI
CUCTEM [AbIXaHWs, KPOBOOGPALLEHUS U KUCIOTHO-LLIENOYHOIO
coCcTOsAHMUS KpoBU. Knaccudukaumnsa OH no cTeneHun TAKecTH
OCHOBaHa Ha ra3omMeTpuYyecKux nokasarensx (tabn. 5).

X[AH pasBuBaeTcs B Te4eHne MecsueB un net. Havyano
XOH MOXeT 6blTb HEe3aMETHbIM, MOCTENEHHbIM, MAW OHa
MOET Pa3BWUTbCS NPU HEMOSHOM BOCCTAHOBMIEHWWU MoOcCne
OAH. AnutenbHoe cywectBoBaHne X[H no3BonseTr BKO-

Ta6auuya 3. OnpeaeneHne CTeNEHU TAKECTU 0O60CTPEHUN
6pOHXMaNbHOM acTMbl y NaLMEHTOB 6 NeT U cTapuwe
Table 3. Determining the severity of spasmodic asthma
exacerbations in patients aged 6 years and older

CTeneHb TAXeCTU Kputepumn

Nerkoe o6ocTpeHne | ® YcuneHue cMMNTOMOB

BA unu o6octpeHne | e NCB ~50-75% oT nyywero

BA cpenHen WKW pacYeTHOro pesynbrarta

CTeNeHU TAKECTH e [loBblWeEHME YaCTOTbl UCMONb30BaHUSA
npenapaTtoB CKOpoK nomolm = 50%
WNN JONONHUTENbHOE X NPUMEHEHNE
B dopmMe Hebynamnsepa

® HOYHble NPo6YKAeHUS, 06yCNOBNEHHbIE
BO3HWKHOBEHWEM CMMMNTOMOB BA
n TpebyloLine NpUMeHeHUs npenapaTos
CKOpOW NoMoLumn

Tsxxenoe e [ICB ~33-50% OT nyylwnx 3Ha4eHUMn

o6ocTtpeHue BA e YacToTa AblxaHUs — 25/MuH

e [lynbc — 110 ya./MuH

* HeBO3MOXKHOCTb MPOU3HECTU dpasy
Ha O4HOM BblOXe

XusHeyrpoxatolas
BA

MCB < 33% OT Ny4Wwmnx 3Ha4eHUI
Sp0, <92%

Pa0, <60 mm pT. CT.
Hopmokantus (PaCO, 35-45 MM pr. CT.)
«Hemoe nerkoe»

LlnaHos

Cnabble abixaTenbHble yCUnus
Bbpaavkapausa

MnoTeHsus

YTomneHune

Ornywexwue

Koma

BA, 6nv3Kas e Tunepkantus (PaCO, > 45 MM pT. CT.)

K datanbHoOM n/mnm

e [loTpe6HOCTb B NpOBEAEHUN
MexaHW4eCKON BEHTUNSALLUN JIETKMUX

lMpumeyaHne. BA — 6poHxnanbHas actma; NCB — nuMKkoBas CKo-
pocTb Bblfoxa; SpO, — HacblleHne reMmorno6uHa KpoBM KUCN0po-
Aom; Pa0, — napunanbHoe HanpsiKeHue KUCIopoaa B aptepuarib-
How KpoBw; PaCO, — napuunanbHoe HanpsiKeHue yriekucnoro rasa
B apTepuanbHOM KPOBM.

Note. SA (BA) — spasmodic asthma; PEF (I1CB) — peak expiratory
flow; SpO, — blood oxygen saturation; Pa0O, — partial pressure of
arterial oxygen; PaCO, — partial pressure of arterial carbon dioxide.

Ta6nuua 4. OueHKa TAKeCTn 060CTPEHNS BPOHXMANbHOM acTMbl Y ileTe B Bo3pacTe 4o 5 neT
Table 4. Assessment of the severity of spasmodic asthma exacerbation in children under 5 years of age

CTeneHb TAXeCTU 060CTPEeHUA
CuMnToMbI

Jlerkoe/ymepeHHoe Tsxenoel
M3meHeHHOe co3HaHne Het Bo36yxAeHne, CnyTaHHOCTb CO3HaHWS UIN COHUBOCTD
Catypauus (Sp0,)? > 95% <92%
Peub3 MpepnoxeHnamu Cnosamu
Mynbe <100ya./MuH >>1185%y;l£.l./ /'\:'\AMMHH(&__%F;QS)
4ya4 < 40/MUH > 40/MUH
LleHTpanbHbIV LMaHo3 OTcyTcTBYET Yale Bcero npucyTcTByet
MNHTEHCMBHOCTb Xp1NoB BapwuabenbHa BO3MOXHO HanmMyme «<Hemon rpyaHomn KneTku»

MpumeyaHmne. <1> — Ka bl U3 3TUX CUMNTOMOB YKa3biBaeT Ha Ha/lMYMe THKENOro 060CTPEHNS; <2> — n3MepeHue caTypaLum NPOBOANTCS
no npuema KABA v/unan kucnopoaotepanuu; <3> — He06X0AMMO YUUTLIBATb BO3PACT U BO3MOXKHOCTU pe6eHKa. Sp0, — HacblueHne remo-

rno6uHa KpoBwm Knucnopogom; YA — vyacTtoTa AbIXxaTeNbHbIX ABUKEHUN.

Note. <1> — each of these symptoms indicates a severe exacerbation; <2> — the saturation measurement is performed before administering
SABA and/or oxygen therapy; <3> — the child’s age and capabilities should be taken into account. Sp0, — blood oxygen saturation;

RF (444) — respiratory frequency.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 5. Knaccudukaumsa octpow abixaTelbHOM HEOCTATOYHOCTH NO CTEMNEHMU TAKECTH

Table 5. Classification of acute respiratory failure by severity

CteneHb H Pa0,, mm pT. CcT. Spo0,, %
Hopma =80 =95
| 60-79 90-94
Il 40-59 75-89
n <75

Mpumeqanmne. IH — fbixaTenbHas He0CTaTo4HOCTh; Pa0, — napuuanbHOe HanpseH1e KUCnopoaa B apTepuanbHoit Kposi; SpO, — Hacbl-

LLleHWE reMorno61Ha KPOBU KUCIOPOA0M.

Note. RF (AH) — respiratory failure; PaCO, — partial pressure of arterial carbon dioxide; SpO,, — blood oxygen saturation.

YWTbCA KOMMEHCATOPHLIM MEXaHM3MaM, CPeau KOTOPbIX
NoAMLMTEMUS, MOBLILLEHNE CEPAEYHOrO BbiGpOCa, 3a4epK-
Ka noykamu 6uKapOoHaTOB (MpMBOASALWAS K KOppeKuuu
pecnupaTtopHoro auuposa). OAH MoxeT pa3BuBaTbCH
My NauMeHTOB C yxe cyulecTytowen XH — TaKk Ha3biBae-
Masa OH Ha doHe XH.

K/NIMHUYECKASA KAPTUHA

BA — XpoHuyecKkoe BocnanuTenbHoe 3abofieBaHue
[bIXaTeNbHbIX MyTEN, OCHOBHbIM MATOrEHETUYECKUM Mexa-
HM3MOM KOTOPOro SIBASETCH FMNeppeakTMBHOCTb GPOHXOB,
@ OCHOBHbIM KJ/IMHMYECKMM MPOSIBIEHUEM — YACTUYHO
WM NONHOCTbIO o6paTumas (CMOHTAaHHO WMAKW B peaynbrate
fnleyeHuns) o6CTpyKumMa BCneacTBue 6poHxocnasma, runep-
CEKpeLMn 1 oTeKa C/IM3UCTON 060/I04KM GPOHXOB, COMPO-
BOXJAOWAaACs XapaKTepHOM ayCKynbTaTMBHOW KapTUHOWM
B BUAE YASIMHEHWUS BblAOXa U CYXMX BbICOKOTOHA/IbHbIX XPH-
NoB Ha/l BCEW MOBEPXHOCTbIO PYAHOM KNETKM, OGbIYHO AMC-
TaAHLUMOHHBIX, TO €CTb C/IbILLMMbIX HA PACCTOSHWUW.

OnpepeneHne napameTpoB GYHKUMKU BHELHEro Ablxa-
Hua (PB) Bo Bpemsa npuctyna (060CTpeHUs) BbIABNSET
OOGCTPYKTUBHbLIM TUM HapylWweHUs [OblXxaHWs. XapaKTepHa
[MHAMWUYHOCTb 3TMUX HAPYLIEHWIN B 3aBUCMMOCTM OT JIe4YEHUS
(obneryexHne 3aTpyaHEHWUS [biXaHWS, YMEHblUEHWE BMNAOTb
[0 MOMIHOrO UCYE3HOBEHMS CYXWMX XPUMOB MPU ayCKynbTa-
umn, npupocT nokasartenen ®B v MNCB nocne npumeHeHuUs
6poHX0AnNaTaTOPOB U NPOTUBOBOCMANUTENbHbIX Mpenapa-
TOB) Unu 6e3 Hero.

XapaKTepHbiM1 cuMmnTomMaMn BA sBASOTCA NPUCTYMbI
3aTPYAHEHUS AbIXaHUs, YAYLIbS, CBUCTSALLME XPUMbI, OfbILIKA
(NPenMyLLLECTBEHHO 3KCMMPaTOpHas), YyBCTBO 3a/I0KEHHO-
CTW B rpyau M Kawenb. CUMNTOMbI BapuabesbHbl N0 Bpeme-
HW M MHTEHCMBHOCTM M 4acCTO YXYALIAOTCS HOYbIO UKW paHO
yTpoMm. KnuHuyeckne nposisnieHns BA mMoryt nposouLMpoO-
BaTb PecnupaTtopHble BUPYCHble WMHOEKLMK, dU3n4eckue
yrnpaxKHeHUs, BO3ENCTBUE aNlepreHoB, USMEHEHMS NOTro-
[bl, KOHTaKT ¢ HecneumuduyecKnumm npputaHTamu [4].

TeueHune BA BapunabenbHO Mo BPEMEHW — OT AJIMTENbHbIX
6eCCUMNTOMHbIX NEPMOAOB C HOPMasbHOM Nero4YHoOn GyHK-
umen (noa AencTBnemM NpoBOAMMOrO evyeHns Mnn 6es Hero)
[0 060CTPEHUI C HapacTalLWMMK OAbILLIKOM, HaCTOTON NpU-
CTYNOB yAylbsi, MOBbILWEHWEM NOTPEGHOCTU B CUMMNTOMATH-
YecKow Tepanuu 1 npusHakamu JH.

K o60cTpenunto BA MOryT NnpuBECTU pasinyHble TpUrrepbl,
WHAYUMPYIOLLME BOCNAaNEHME [bIXaTeNbHbIX NyTEN UAK MPOBO-
umMpytoLimMe ocTpbin 6poHxocnasm. [laHHble TpUrrepbl MoryT
CYLLIECTBEHHO pas3nnyaTbCs y pasHbix NauueHToB. K ocHOB-
HbIM M3 HWX OTHOCATCS MHPEKLIMM PECrnMpaToOpHOro TpaKkTta
(B OCHOBHOM BWpYCbI, Yallle BCero — pWHOBMPYChI), annep-
reHbl, asponofoTaHTbl, Gu3nMyeckas Harpyska, meTeo-
ponorMyeckne GaKkTopbl, MPUEM HEKOTOPLIX IEKAPCTBEHHbIX
npenapaTtoB (6eTa-agpeHo6/10KaTopbl, y NaLMEHTOB C «acrnu-
puHoBOW BA» (COBpeMeHHast TEpPMUHONOMUA — «MHAYLMPO-

BaHHOE aLEeTUCaNULMIOBON KUCNOTOM M HECTEPOUAHbLIMM
npoTMBoBoOCnanuTenbHbiM npenapatamu (HMBIM) pecnupa-
TopHOe 3aboneBaHue») — npuem HIBI1), aMouMoHanbHble
peakuuun v ap. Apyrve dakTopbl, KOTOpblE CMNOCOGHbI NPU-
BeCTU K obocTpeHuio BA, — 060CTpeHne PUHOCHHYCHUTA,
ractpoasodareanbHas pednokcHasa 6onesHb (FAPB), 6epe-
MEHHOCTb M HeJlocTaTo4Has Tepanus.

K daKkTopam pucKa pa3BuTns 060CTPEHUI OTHOCATCS [4]:
® CUMMTOMbl HEKOHTpONIMpyeMon BA;

*  WIK He Ha3Ha4yeHbIl, N10Xxas NPUBEPKEHHOCTb TEpanuu;
° ype3mMepHoe ncnonbloBaHue KABA;

®  HU3KMIK OPB,, 0cOGEHHO < 60% OT AOMIKHOTO;

® 3HayuTeNbHble MCUXONOTMYECKUE WM COLIMANbHO-3KO-

HOMMYECKMe Npobnemsl;

° BHellHMe BO3JenCTBMSA (KypeHue, BO3aenCcTBMe annep-
reHa);
e conyTcTBylowmMe 3aboneBaHUsa (puHOCUHYycHT, [IOPB,

NoATBEPK/IEHHAs NULLEBAs anfieprus, OXXMpeHue);
®  303MHOOWANSA MOKPOThI UM KPOBM;
® OEpeMeHHOCTb;

° Halnyne oaHoro u 6onee TsXenblx 060CTPEHMN 3a Mo-
cnegHue 12 mec.

TUAWYHBIMKM KNMHUYECKUMU cumnTomaMu BA y peten
ABNIAIOTCS CBUCTSALLME XPUMbI, KalleNb, OAblllKa, 4acTo yCH-
NIMBaloWIMECS B HOYHOE BPEMS MU MpPU MNPOBYKAEHUM.
Mpu pa3Butum o60CcTpeHns BA y geten nosaBnaOTCS HaBA3-
YMBbLIN CYXOM WAWM MaNoONPOAYKTMBHbLIK Kalwenb (MHOrAa
[0 PBOTbI), 3KCMMUPATOPHas OfblllKa, LYMHOE CBUCTALLEE
[blXxaHue.

Y neten mnagwe 5 net (ocobeHHO B Bo3pacTte oT O
[0 2 neT) MOryT oTMe4yaTbCs PeLMAMBUPYOLWME 3MU30/bI
GpPOHXMaNbHOM O6CTPYKLMK, NPOSBASIOLMECS CUMMNTOMA-
MU CBUCTSLLErO AblXaHUS / CBUCTALWMX XPUMOB, KOTOpble
COMPOBOXAATCA KalneMm, OAblWKOW. [aHHble CUMNTO-
Mbl — AOBOJIbHO PacNpPOCTPaHEHHOE SIBJIEHWE NMPU OCTPbIX
pecnupatopHbiX MHbeKUMsax (OPU), noaTomMy OHWM He ABNS-
oTcsl ab6COMOTHO NMATOrHOMOHWYHBIMKM B OTHOLIEHUW Auar-
Ho3a BA ans geten aton Bo3pacTHOW rpynnbl. [oaTBEPANTL
OorpaHuyeHne BO3AYLWIHOIO MOTOKa WAM MPOBECTU MNPOBY
¢ 6pOHX0MNATaTOPOM Yy AeTEN paHHEro Bo3pacTa 3a4yacTyto
HEBO3MOMHO, 4YTO TaKKe 3aTpyAHAET MOCTAaHOBKY ANarHo3a.
Takve ann3oabl GPOHXMANbHOM O6CTPYKUMKM — dEeHOTUN
CBUCTALWEro AblxaHusa (wheezing) — MoryT ObiTb Kiaccu-
duuMpoBaHbl Ha OCHOBAHWM CUMMNTOMATUKK (KJIMHUYECKOM
KapTWHbI) 1 BpeMeHHOro dakTopa [19].

C y4eToM 0COGEHHOCTEN CUMNTOMATUKM BblAENEHbI:

° MnepuorMyecKre anNu3oabl CBUCTALLErO [bIXaHWS, acco-
ummnpoBaHHble ¢ OPU, Koraa B ocTanbHOE BPEMS CUMMTO-

Mbl MOMIHOCTbIO OTCYTCTBYIOT;
®  MYNbTUTPUITEPHbIE 3NN30Abl CBUCTSLLErO [bIXaHWS, KOr-

na, NToMMMo cMmMnTomoB Ha poHe OPU, cBucTallee abixa-

HWE MOXET BO3HWKaTb BO CHe, NPU GU3NYECKOW Harpys-

Ke, cmexe, naadve u np.



Ha ocHoBaHWK BpeMeHHOro daKkTopa BblgensioT:

° npexoAasine 3nNu304bl CBUCTALWEro AblXxaHus, Hava-
10 U WCYE3HOBEHME KOTOPOro OTHOCWUTCA K BO3pacTy
Jo 3 ner;

® MNEepCUCTUpyloLMe 3NU304bl CBUCTAWErO AblXaHUi —
CMMNTOMbI BMEpBble BO3HWKAIOT B Bo3pacte Ao 3 ner
M COXpaHsAoTCa nocne 6-1eTHero Bo3pacTa;

® C NO3JHMM HayanoM — CBMUCTSALLME XPUMbl BO3HWKAIOT
nocne 3-neTHero sBo3pacra.

TeyeHne BA 'y NOAPOCTKOB XxapaKTepu3yeTcs BO3MOXKHbI-

MU 4acCTbIMU W AIUTENbHBIMU PEMUCCUSMU, BO MHOTOM 06YC-

NIOBNEHHBbIMW BO3PACTHLIMU OCOGEHHOCTAMMU (Y UL, MYX-

CKoro nona B Bo3pacTte 14-20 neT Habnto4aeTCs CHUXKEHNE

CUHTe3a cneuunbuyeckux IgE, noBbilWweHWe NpoaYKLUMK TecTo-

CTEpPOHa, CTUMYAUpYIOLEro GYyHKLMIO cumnaToaapeHanoBomn

CUCTEMbI, CHUXEHWUE TMNeppeaKTUBHOCTU GPOHXOB) [23-26],

npu 3TOM 4acTo MOCNe PEMWUCCUMU B MOAPOCTKOBOM BO3-

pacTe y B3pOC/blX TeyeHne 3aboneBaHua yxyawaetcs [25].

OCo6EeHHOCTM MCUXOIMOLMOHANBHOIO cTaTyca, HeXenaHve

NOCTOSIHHO MPUMEHATb MpenapaThbl, HeAOOLEHKa TAXKEeCTU

601e3HU, KypeHue (aKTMBHOE M MaccuBHOE, B TOM 4yucne

3MIEKTPOHHbIX CUrapeT) aBAsoTCa GaKkTopamu, npeapacno-

NaralolmnmMm K HEKOHTpoMpyemomy TeveHuto BA [23, 26].
Ocob6eHHOCTM TeyeHns BA y NOXUAbIX 3aKoYatoTes B:

® TPYAHOCTW AMArHOCTUKM (CHUXKEHWE BOCMPUATUS OAbILL-
KW, CHWXXEHWe YyBCTBUTENbHOCTU WMHCOMPATOPHbIX,
rnaBHbIM 06pa3oM AnadparmanbHblX, nponpuopeLlen-
TOPOB K UBMEHEHMNAM 0ObEMA NETKMUX, XEMOPELEeNnTopoB
K TMMOKCUW);

®  Ha/JM4YMKM CONYTCTBYIOLLMX 3a60NEBAHUI (TeYeHMe U Tepa-
MU KOTOPbIX HEraTMBHO CKa3blBAlOTCA Ha COCTOSHMM
nayueHTa);

°  TPYAHOCTU UCCNeLOoBaHUS U UHTepnpeTauumn GyHKLMKM ner-
KWX, HW3KOW MPUBEPMKEHHOCTU Tepanuu, TPYAHOCTU MNpu
BbINONHEHUN TEXHUKWU WHransauuu (HapylleHue Koopau-
HaLUMM — BaXKHO AN AO3MPOBaHHbIX adP030JbHbIX MHra-
natopoB (JAWN), HU3KUIA MHCMIMPATOPHbLIA MOTOK — BaXKHO
AN O3MPOBaHHbIX MOPOLLKOBLIX MHransaTopos (AMN));

® Heo6X04MMOCTM TLaTeNbHOro Bbi6opa IEKapCTBEHHOIO
cpeacTBa € y4eTOM BO3MOXHbIX B3aUMOAENCTBUI C npe-
napatamu COMyTCTBYtOLWEN Tepanuu, OLEHKU NOTEHLM-
abHbIX HEXenaTeNbHbIX ABNEHWUI;

®  Y4acTblX 060CTPEHUSAX;

° BbICOKOM pUCKe cmepTu [27].

AUATHOCTUKA

[OunarHo3 BA ycTaHaBnuBaeTca Ha OCHOBaHMK aHanu3a
anob M aHaMHe3a NauueHTa, XapaKTepa KIMHUYECKUX
CMMNTOMOB, AaHHbIX GU3MKaNbHOro U YHKLUMOHANbHbIX
MeToAOB 06cfefoBaHus, pes3ynbtatoB cneumduyeckoro
annepronorMyeckoro 06¢cnefoBaHns, WUCKIYEHUS LPYrux
3a6oneBaHuit, abdeKTa NnpobHon Tepanum [19].

[Mpun anarHocTnke BA 'y geten cnegyet yunTbiBaTb KIIUHMK-
YeCKMe CUMNTOMbI (Hanuyvne peunamBupyowero 6poHxo006-
CTPYKTMBHOIO CUHAPOMA, CBA3AaHHOIO KaK C pecnmMpaTopHbl-
MU BUPYCHBbIMWU MHOEKLMAMK, TaK U C APYTUMU TpUITEPaMM),
JaHHble dM3KnKanbHOro o6cnefoBaHus, Hanuyme GpakTopos
pucka pa3BuTUs BA (OTArOLWEHHbIN CEMEWHbIM aHaMHes,
Hanuyne Apyrux annepruyeckmx 3aboneBaHun y nauueH-
Ta, Hanpumep aTtonuYeckoro AepmartuTa, aniepruyeckoro
PUHWTA) NPU UCKIIIOYEHNUM APYTUX BOSMOMXKHbIX MPUYUH GPOH-
XManbHOM 06CTPYKLMK [19].

Kputepuu, Kotopble cneayeT yuuTblBaTb 4719 yCTaHOBe-
HWSA AMarHo3a,/CoCToOAHUA*:

*  Hanuuune Bcex KpuTepueB He 0653aTeNlbHO ANs YCTaHOBNEHUS
avarHosza bA.

° HanuMyne XapaKTepHbIX »Kanob: NPUCTYNbl 3aTpyaHEHUS
AbIXaHuWS, yayLWbs, CBUCTSALWME XPUMbI, OAbILLKA (Mpenmy-
LWEeCTBEHHO 3KcnupaTopHas), YyBCTBO 3a/IOKEHHOCTHU
B rpyay u/vnu NpucTynoobpasHbli Kalwenb (y nayMeHTa
nMeeTcs XoTa Obl 0Ha M3 3TUX Xanob, 0COBGEHHO 3TO
KacaeTcs B3pOC/bIX);

° MOBTOpSOLWMNECH 3NU30abl 0O6paTUMON GPOHXMANbHOM
06CTPYKLMU:

° MOATBEPXKAEHHbIE BPA4YOM CYXMe BbICOKOTOHasbHblE
(cBUCTSAWME) XpUMNbl MPWU  ayCKynbTauuu, MeHsowne
XapaKTep BNAOTb 4O NOAHOI0 MCHE3HOBEHMS NOCNEe Npu-
MEHEHUS GPOHXONUTUYECKUX M NPOTUBOBOCNANUTENb-
HbIX CPEACTB;

e cHwkKeHne TCB u/unn OPB, (PETPOCNEKTUBHO WK
B CEPUN UCCTIe0BaHMM) U NONOXKNUTESbHbIN TECT Ha 06pa-
TUMOCTb GPOHXMaNbHOW 06CTPYKUMK (MpupocT OPB,
6onee 12% v 200 Mmn nocne NpUuMeHeHUss 6POHXONNTHU-
4eCKOoro cpeacTsay);

® HanuyMe aHaMHECTMYECKMX [aHHblX, YKa3blBaloLWmX
Ha BO3HWKHOBEHMWE }Kanob nocne KoOHTaKTa C npeano-
naraemblM NPUYUHHO-3HAYUMbBIM anepreHom;

° HanuuyuMe ApYyrux annepruyeckux zabonesBaHui (aTo-
NMUYECKUI AepMaTUT; allepruyecKnUin puHKUT, nNuwesas
anneprus);

° Hanuyune OTAroWEHHOro CEMENHOr0 annepronornyecKko-
ro aHamHe3a;

° Hanuyne NONOMKUTENbHBIX PE3YNbTaToB anjeprosornye-
CKoro obcnegoBaHusa (onsa atonndyeckon BA);

° HanuyMe aHaMHECTMYECKMX [aHHblX, YKa3blBaloLWmX
Ha CBS3b BO3HWKHOBEHMS anob ¢ GU3NYeCcKon Harpys-
KOW, BO3AEWCTBMEM XOJIOAHOTO BO3A4yXa, BAbIXxaHWeM
pe3Kux 3anaxos, TabayHoro AbiMa;

°  303UHOPUIUS NepUPEepPUYECKON KPOBU U/UTK MOKPOTHI,
He 06bACHMMAas MHbIMU NPUYUHAMMU;

° MONOXWUTENbHAA AUMHAMWKA (YIy4ylWeHUe COCTOSHUS,
ynydwerue nokasarenen NMCB n OPB,) Ha dpoHe Npo6-
HOM Tepanuu HU3Koao3HbiMKU UK B coveTaHun ¢ KABA
UM GopmMoTEPOSIOM MO TPEOOBAHUIO U (BO3ZMOXKHO) YXYA-
LEeHWe COCTOSAHMSA Ha GOHe ee OTMEHbI.

CornacHo Tpe6oBaHMAM K pa3paboTKe KJIMHUYECKMUX
peKOMEHZaLMN, K KaxAoMy Te3ncy-peKoMeHgaluunm Heob-
XOAMMO yKasblBaTb CU/ly pEKOMeHAaLnU U AoKa3aTeNbHyto
6a3y B COOTBETCTBMM CO LWKasamMu OLLEHKU YPOBHS JOCTO-
BEPHOCTU AoKasaTenocTts (YA) ¥ ypoBHA y6eanTenbHOCTH
pekomeHaauun (YYP). Ong MHOruMx Te3ucoB-peKoMeHaa-
umin YYP v YO/ 6yayT UMEeTb HU3KUW YPOBEHb MO MNPUYUHE
OTCYTCTBUS NMOCBSALWEHHbBIX UM KMHUYECKMX UCCIEA0BaHNM.
HeB3unpas Ha 37O, OHM ABNAIOTCS HEOOXOANMbBIMU dNEMEHTa-
MU 06cnefoBaHMsa NauneHTa ANs YCTaHOBMIEHUS AMarHosa,
onpeaeneHns peHotnna bA 1 Bbibopa TaKTUKK NeYeHus.

[OwvarHoctuka BA y aeten paHHero Bospacta npeacras-
naeT onpefeneHHble TPYAHOCTM BBMAY CIOXKHOCTM c6opa
aHaMHe3a, BO3MOXHOW HenpaBWIbHOM WHTepnpeTauuu
3BYKOB, U3aBaeMblx PEOEHKOM MPU AbIXxaHWK (CBUCTSLLEE
AblXaHue / CBUCTALME XPUNbl JOMKHbI ObiTb NOATBEPKAE-
Hbl crieyMannucTom), BapnabenbHOCTU OGPOHXO0BCTPYKLUK
(B MEXNPUCTYMNHBIN NEPUOA NPU ayCKyNbTaLMK XpPUMbl MOTYT
He BbICNYLWMBATbLCS), HEBO3MOXHOCTU NPOBEAEHUS UCCNeao-
BaHua ®B/[ (MHorga aeTtu gaxe craplie 5 net He cnoco6HbI
a[eKBaATHO BbINOMHUTL KOMaHAbl NpU NPOBELEHMU Ucche-
nosaHus). Mpu onpoce poautenen geten mnaagwe 5 net
ONS BbISBNEHUS KJIMHUYECKUX CUMMMTOMOB, MO3BOASIOWMX
3anofo3puTb Hanuune BA, cnefyeT yTouHATb Hannyne npo-
ABNEHUN KaK Ha poHe OPU, TaKk U Mexay anM3oaamu pecnu-
paTopHbIX MHPEKLMI, @ TaKKe HacNeACTBEHHYIO OTArOLWeH-
HOCTb M AaHHble anneproaHamHesa. [lpu c6ope aHamHe3a
cnepyeT BblIBUTb BECb CMEKTP MPOSIBNEHMI 3a nocneaHue
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3-4 mec, o6paTtMB 0co60e BHMMaHWE Ha Te, KOoTopble 6ec-
NMOKOWIM B TedeHue 2 npejliecTByoLMX Heaenb [28].

KnvHnM4yecKrMe Npu3Haku, yBennyinBatowmne u ymeHblla-
lowmne BeposTHOCTb Hanunuus BA, npeactaBneHbl B MNpuno-
*Xenusx 9, 10.

Hano6bl U aHamMHe3

PekomeHgyeTcs BCceM NauMeHTam Kak npu Nogo3peHUu
Ha BA, TaK 1 Npv YCTaHOBIEHHOM [MarHo3e NpoBoAnTbL cO60p
aHamMHe3a ¥ Xanob npu 60Ne3HAX BEPXHWUX AblXaTeNbHbIX
nyTen u c6op aHaMHe3a U }Kanob rnpun 3aboneBaHUAX Nerknx
n GPOHXOB C LieNblo NOATBEPIKAEHUS AnarHo3a, onpegene-
HUS CTENEHU TAXKECTU M BbiaBNeHUs GaKToOpoB, KOTopble
MOTyT NOBAUATb Ha Bbl6OP TaKTUKK NiedyeHns [4]. YpoBeHb
y6eanTeIbHOCTU peKomeHagauuin — C (ypoBeHb JOCTO-
BEpPHOCTH JOKa3aTe/lbCTB — 5).

XapaKTepHbIMU ABASIOTCA NPUCTYNbl 3aTPYAHEHMS biXa-
HMS, yayLWbS, CBUCTSLLEEe AblXaHWe, OfblllKa, Kallenb, OuLy-
WeHWe 3aNoXeHHOCTU B rpygHOM KheTKke. Hanuuue Bcex
CUMMTOMOB He 0693aTtesibHO. BaxHenwmnm dbaktopom aguar-
HOCTUMKM ABASIETCH TWaTeNbHbIM C60p aHaMHe3a, KOTopbIn
YKaXeT Ha NPUYUHbI BOSHUKHOBEHMS, NPOLOMIKUTENBHOCTD
W paspelieHrne CMMNTOMOB, Hanu4ue anneprmuyeckunx 3abo-
fleBaHWN (aTOMUYECKUn OepMaTUT, annepruiyecKnin PUHMUT,
nuwesas anneprus) y naumMeHTa u ero KpoBHbIX POACTBEH-
HWKOB, MPWYUHHO-CNEACTBEHHbIE OCOBEHHOCTU BO3HMKHO-
BEHWS MPU3HAKOB 60NE3HM M ee 06OCTPEeHUH C y4YeToMm
OCHOBHbIX K/IMHUYECKMX NPU3HAKOB, MNOBbIWAatOWNX BEPOAT-
HOCTb Hannuus BA y naumeHTa.

Mpn c6bope aHamHe3a cneayetr o6paTuTb BHUMaHUE
Ha HanMyne TUMMYHOrO CMMNTOMOKOMMJEKCA: MOBTOPS-
lowmecs NpucTynbl Kawns, CBUCTAWee AblxaHue, 3aTpya-
HEHHOEe JblXaHWe WaKW YYBCTBO CTECHEHWS B TPyaM,
Bbl3BaHHblE PA3/MYHbIMKU TPUITEPAMK (TAKMMU KaK pecnu-
paTtopHas MHeKumns, TabayHbl 4blM, KOHTAKT C }KUBOTHbI-
MW WK MbINbLOW U T.4.; GUBUYECKON HArpy3KOMU, CTPECCOoM)
M NPOSIBASAIOWMECSH B OCHOBHOM HOYbIO MM PAHHUM yTPOM.
BaxHbIM KAMHUYECKMM MapKepom BA saBnsetcs ucyes-
HOBEHWE CMMMTOMOB CMOHTAHHO WAWM NOCNie NMPUMEHEHHUS
NeKapCTBEHHOM Tepanuu.

Y peten ctapwe 5 neT HanMyne CBUCTALLErO AbIXaHus,
OAbllWKa, Kawenb, 3aTPyAHEHWE AblXaHUSA ABAAIOTCA KO-
4yeBbIMM cumnTomamu BA. TOBTOpPHblIE CBUCTAWME XPU-
Nbl, B 0COGEHHOCTM NOATBEPIKAEHHbIE BPayoM BO Bpems
ayCKynbTauuMM M OTparKeHHble B MEAMLMHCKOM OOKYMEH-
Tauuu, aBnd0TCA Hanbonee 3Ha4YMMbIM Mapkepom [29].
OpHaKo He cnepfyeT yctaHaBnmMBath AnarHos bA, onunpasich
NWWb Ha Hanuyine y pebeHKa BbllleyKa3aHHbIX CUMMTO-
MoB [29]. Hannuyne cMMNTOMOB YTOYHSAIOT Kak Ha ¢doOHe
OPW, Tak u BHe ee. Mpeanonoxutb anarHo3 bA y peten
mMnagwe 5 net Moryt nomMo4b BOMPOCHI, CYMMUPOBaHHbIE
B [MpunoxeHuu 7.

Ona peten mnajlwero Bo3pacta ¢ bA, B TOM 4yucne nnoxo
KOHTPONMPYEMOW B OTCYTCTBME AMarHosa u Tepanuu, dusm-
YyecKas akTMBHOCTb SIBASETCH O4EHb BaXKHbIM NMPOBOLMPYIO-
Wnm GaKTopom NOSIBAEHUS CMMMNTOMOB, NPU BO3AENCTBUU
KOTOPOro pebeHOK Ha4YMHaeT orpaHMymMBaTh cebs B NoBCea-
HEBHOW AEATENbHOCTU (ABUXKEHME, UrPbl), CTAHOBMUTCS pas-
LparKMTeNbHbIM, O6bICTPO YyTOMASETCS.

Ona geten mnagwe 5 net guarHo3 BA Haubonee Bepo-
ATEH NPU HaIMYUKM KIIMHUYECKMX MPU3HAKOB, YKa3aHHbIX
B MpunoxeHun 9, a TaKKe ecnu B TeyeHue 2-3-mecsy-
HOro Kypca HM3Komo3HoW Tepanum WUIK B coyeTaHumu
¢ KOBA no Tpe6GoBaHWIO HacTynaeT KAMHUMYECKOe Ynyu-
WeHWe, a NpuM OTMEHe Tepanun — YXyAlleHWe COCTOoN-
HMs. TpK 9TOM JONMKHbI 6bITb UCK/IOYEHbI anbTepPHATUBHbIE
3a6oneBaxus [19].

dusukanbHoe o6criegoBaHue

PeKkomeHayeTcs BcemM MauMeHTam KaK npu nogospe-
HUM Ha BA, TaK W nNpu yCTaHOBNEHHOM AMarHo3e MnpoBoO-
anTb GU3MKanbHoe ob6cnefoBaHue, BKOYaloWee OLEHKY
0o6LLEr0 COCTOSIHWSA, BU3yasbHOE WCCNENOBaHME BEPXHWUX
[blXaTebHbIX NyTEN, BU3yabHbI OCMOTP TepaneBTUYECKUM
M aycKynbTalMio TepaneBTUYECKYK C Lenbio onpeaene-
HUS KIMHUKO-AMHAMMYECKUX 0COOEeHHocTen 3aboneBaHus,
BbISIBIEHWS MPU3HAKOB COMYTCTBYIOWEN NATONOMMN U CO3-
[aHWa OPUEHTMPOB B ONPEeAENeHNN TAKECTHU cocToAHMS [4].
YpoBeHb yoeanTeibHOCTU peKoMmeHaaumi — C (ypoBeHb
AIOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

B cnyyae Taxenoro o60cTpeHns npu druanKanbHOM OCMOT-
pe MOHO BbISIBUTb MpU3HaKK [H: WwymMHoe AbixaHuWe ¢ Auc-
TaAHTHbIMW CBUCTALMMU XpPUNaMM, BbIHYKAEHHOE MOJIOKEHME
(OpTONHO3), TaxMNHO3, ANDPY3HbLIN LIMAHO3, B aKTe AbIXxaHUs
y4acTBYIOT AOMNOMHUTENbHbIE TPYMNMbl MbllL,. AYCKYIbTaTUBHO
[blXaHWe MOXeT 6biTb ocnabieHHbIM BMAOTb A0 «HEMOrO
NIerkoro» (BcneacTBMe reHepann3oBaHHOro GpoHXocna3ma
M 3aKyMOPKM NPOCBETa MENKMX BPOHXOB BA3KMM CEKPETOM),
BbIC/yLUIMBAOTCS CyXMe BbICOKOTOHANbHbIE (CBUCTSILLME) XPU-
Mbl, KOTOPbIE Y PSiAa NALMEHTOB MOTYT BbICNYLWMBATLCS TONbKO
npu dopcmpoBaHHOM Bblgoxe. OQHAKO TaKMe M3MEHEHUS CO
CTOPOHbI AblXaTeNbHOM CUCTEMbI MOTYT OTCYTCTBOBATH (B MEX-
NPUCTYMNHbIA NEPUOA, NPY aJEKBATHOM KOHTPOJE Haj CUMMTO-
Mamu BA). Tpn ocmMoTpe TaKKe MOXHO BbIIBUTb XapaKTep-
Hble MPU3HAKKU anIepPrMyecKoro PUHUTa WM Noauno3a Hoca
(3aTpyaHeHMe HOCOBOTO AbIXxaHUs; MPUOTKPbITbIA POT).

CneayeT MOMHWTb, Y4TO ObllIKa, BbISBEHHAs NPy OCMOT-
pe, MOXET OblTb 06yCnoBNEHa HE TONbKO BA, HO U 06CTPYK-
LMen Ha ypoOBHE BEPXHUX AblXaTebHbIX NyTEW, XPOHUYECKON
OB6CTPYKTMBHOMN 60/1€3Hbt0 Nerkux (XOBJ1; npenmyluecTBeH-
HO Yy B3POCNbIX), @y ileTeh — BO3HMKaTb MPU pecrnmpaTopHoOm
MHDEKUUKU, Tpaxeomansaumm Wan npu acnupaumMm MHOPOA-
Horo Tena. Kpenutaums v BRaKHble XpUMbl HEXapaKTEPHbI
ana bA, HO He UCKoYeHbl Npu Hannyiun BA n conyTcTBylO-
LWEen MHOM NaToSIONMN HUMKHKUX OblXaTefIbHbIX MyTEen (OCTPbIN
OPOHXUT, OCTpast MHEBMOHMUS U Ap.).

PekomeHayeTca nauneHTam npu TSxenom o060CTpeHumn
BA 1 npusHakax OAH (SpO, meHee 90%) ocmoOTp (KOH-
cynbTaluus) BPa4YoM aHecTe3nos0romM-peaHMMaTonoromM
nepBuYyHbIM He no3gHee 30 MWH OT MOMEHTa NOCTYNAeHUs
B cTauuoHap [10-13, 18, 19, 22, 30-32]. YpoBeHb ybe-
ANTEIbHOCTU peKomMeHZaumn — C (ypoBeHb JOCTOBep-
HOCTH JOKa3aTesibCTB — 5).

PekomeHayeTcs Bcem nauueHTam npu nepBu4yHoOM obpa-
LLIEHUN UCXOAHO, Yeped 2—4 HeJ NOoC/e Ha3HaYeH s Tepanuu
W Kaxkable 3 Mec Npu AMcrnaHCcepHOM HabMoAEHUN OLEHUTb
YPOBEHb KOHTPONS Haj cumnTomamMun BA ¢ nomoulbto cneyu-
ann3npoBaHHbIX ONPOocHMUKOB (Mpunoxenua 1-4) ¢ uenbto
onpeaeneHns CTeneHn TAXKECTH, a B AMHAMUKE — C LiENbtO
OLUEHKM 3PPEKTUBHOCTM HA3HAYEHHOW paHee Tepanuu
M Lenecoobpas3HoCcT ee uameHeHus [4]. YpoBeHb yoeam-
Te/IbHOCTU peKoMmeHpaumin — C (ypoBeHb JOCTOBEPHO-
CTH fJOKa3aTesibCTB — 5).

CoBpemMeHHble MOoAXOAbl K BeAEeHWIO nauueHToB ¢ BA
TpebytoT 06513aTe/IbHON OLIEHKM YPOBHSA KOHTPOAS Haj CUM-
nToMaMu, pUcKa pasBuUTUS 060CTPEHMM (B TOM YUCTIE TAXKeE-
NIbIX), HEO6PaTUMOMN GPOHXMANbHOM O6CTPYKLMKU K MOBOYHbIX
3pDEKTOB OT NEKAPCTBEHHbIX NpenapaToB C LeNblo onpeae-
NeHns aOPEKTUBHOCTU TEPANMK U BbIIBIEHUS NOTPEBHOCTH
B €e KoppeKuuu [6, 16, 17, 19, 33, 34].

Mcnonb3oBaHMe BannamMpoBaHHbIX ONPOCHMKOB ([puno-
eHunst 1-4) naeT BO3MOXHOCTb Bpayy YCTAaHOBUTb Ha Npu-
eMe ypoBeHb KOHTpons Haa BA y mauMeHTOB pasfuyHbIX
BO3pacTHbIX rpynn (cm. pasaen «KnaccuduKkauns 6pOHXK-
a/lbHOM aCTMbl MO YPOBHIO KOHTPONSA»).



Y nauMeHToB, Nofyyatowmnx B COOTBETCTBMU CO CTYMEH-
yaTon Tepanuven KoMOGUHaLUMIO HU3KOW [03bl ByaecoHua +
dopmoTepon No NOTPEBHOCTU, MPH OLLEHKE YPOBHSA KOHTPONS
cnepyeT y4yuTblBaTb YacTOTy NPUMEHEHUSt NeKapCTBEHHOIoO
npenapaTta U NpMHMMaTb €e BO BHUMaHWE Npu paccmoTpe-
HWMKW BOMpoca 0 He06X0AMMOCTK KoppeKumn ao3bl UMK [19],
[aXKe ecnu pucK ob6ocTpeHnss BA 3HaAYUTENBHO HUXKE, YeM
npu ucnonb3oBaHun KABA ans cHATMA cumnTomoB [35, 36].

MpK BbISBNEHUN HELOCTATOYHOIO KOHTPOAS / OTCYTCTBMS
KOHTpONS Hag cumntomamun BA Heo6xo4MMO NPOBEPUTL NPU-
BEPXXEHHOCTb MauueHTa Tepanuu (CO6NI0AAET /I OH PEXUM
M [03bl paHee Ha3HAYEeHHOro JfieYeHUs), NPaBUIbHOCTb
TEXHWKW MCMONb30BaHUA MHranatopa, Hanuvyne GpakTopos
pUCKa (HanpuMmep, NpojosiKatoleecs BO3LeNCTBMUE NPUYMH-
HO-3HaAYMMOro annepreHa, TabayHoro Agbima, NpUMeHeHue
6eTa-agpeHo6I0KaTOPoOB U APYruX MpenapatoB, KOTOpble
MOTYT OKa3blBaTb BAUAHMUE Ha KOHTPOIb BA).

JlaGopaTopHbie AuarHocTU4YECKUE UccneaoBaHus

PekomeHayeTcs npoBefeHue nauuveHTam wccnepoBa-
HUS 06LLEero (KIMHMYECKOro) aHanM3a KpoBKU pa3BepHYToOro
npu NocTaHOBKe gnarHo3a bA, B nepuog Tsxenoro o60cT-
peHua BA, nepen npoegeHnem ACUT, nepen Ha3HayeHuU-
€M TEHHO-UHXEeHEepHON MMMYHOBMONOrMYecKon Tepanuu
W B NPOAOSIKEHNE NPOBEAEHUS TapreTHOM Tepanuu ¢ Lenbio
BbISIBIEHUS BO3MOXHOIMO MOBbLIWEHUSA YPOBHSA 303UMHODU-
N10B, UK BbISIBNEHUS MapKepoB MHOEKLMOHHOro Bocna-
neHunsa ana anddepeHumanbHONW AMArHOCTUKKM C APYrowu
naToNorMen, UNn BbIIBAEHWS OCNIOXKHEHUW Ans onpegene-
HUS TAKTUKKM Tepanum NGO C Lieblo UCKTOYEHMSA NPOTUBO-
nokasaHun anga nposeaeHus ACUT unu ana Bbibopa npe-
napata TapreTHOM Tepanun M KOHTPOAS 6e30NacHOCTH
NpPoOBOANMOro nevyenus [19, 37-42]. YpoBeHb y6eauTenb-
HoCcTM peKomeHgaumi — C (ypoBeHb [OCTOBEPHOCTH
AOKa3ate/sibCcTB — 5).

MoBblWeHMe YPOBHS 303MHOPUIOB BO3SMOXHO B Nepuos
o6ocTpeHuss BA. OgHaKo 303MHOGUNNS nepudepruyecKon
KPOBM MOXET MMETb W [Apyrue npuyuHbl (MapasvTapHble
MHBa3MU, rPUOKOBYIO MHDEKUMIO U Ap.), @ YPOBEHb 303UHO-
dunos go 450 KN/MKN — BapuaHT HOPMbl. HopmanbHbIf
YPOBEHb 303MHOMMNOB NepuPepU4ecKon KpoBU He ABNS-
eTCcs AJoKasaTtesbCTBOM OTcyTCcTBMA BA. HE06X0AMMO TaKKe
YYUTbIBATb, YTO Ha AAHHbIN NapaMeTp BAUSET NPUeM HeKo-
TOPbIX MEAUKAMEHTOB (@aHTUIMCTAMMUHHbBIX CPEACTB CUCTEM-
Horo gencteus, ANTITP u cl'K), Tepanus aHTu-IL5 1 aHTH-IL5R
MOHOK/IOHaNbHbIMWU @HTUTENAaMU MOXKET MPUBOAUTL K CHU-
KEHMIO YPOBHSA 303MHODUANK NepudepPUYecKon KPoBH.

MNoBbiWeHWe YpOBHA MapKepoB 6GaKTepuanbHOro BOC-
naneHunsa (NemKouuTos, cABUM NenKouuTapHon dopmynbl
B/IEBO) AABNIIETCSA NOBOAOM ANS MOUCKa o4vara MHOEKLMOH-
HOro BocnaneHus (MHOEKLMM BEPXHUX AbIXxaTeNbHbIX NyTEW,
OGPOHXUT, MHEBMOHMUSA 1 Ap.). HU3KUI ypOBEHb remMornobuHa
MOXeT CBMAETENbCTBOBATL O Xene3ofednunTHOM aHeEMUH,
OAHWM M3 CUMNTOMOB KOTOPOMW, TaK e KaKk v npu bA, aBnq-
eTcs oAablwKa. lNoBblWeEeHWE YPOBHSA remMornobuHa MoxKeT
Habnwgatbca npu XAH, HOCUT KOMMEHcATOPHbIM XapaK-
Tep Ha GOHe XPOHMYECKOW TMMOKCEMMUMU, acCOLMMPOBAHO
C BTOPUYHBIM 3PUTPOLMTO30M M TMNEPBASKOCTbLIO, KOTOPbIE
MOFYT HapylwaTb MMKPOLMPKYNSALMIO M yXyawaTb TevyeHue
3aboneBaHusa. Yactota nccnegoBaHns B AMHAMUKe onpe-
AensieTca HAMBUAYaNbHO.

J03uMHODUNBLI Nepudepuyeckor KpPOBWM B HaACTOSA-
ee BpeMsa MCMNONb3YIOT TaKXKe B KayecTBe GUomapKepa
npu onpegeneHnn deHotuna bBA (KOCBEHHbIM MoKasaTesb
903MHOGWNBHOrO BOCNAaNEHWUs AbiXxaTeNbHbIX NyTew), UHAK-
Katopa oTBeTa Ha Tepanuto UK, cl'K 1 reHHO-MHXeHepPHbI-
MK 6uonorndyeckumu npenapatamu (FTMBIM). XapaktepHbiMu

6uomapKkepamu 303MHODWUABHOrO 3JHAOTMNA THAXKENOMU
BA Ha CerofHsAWHWIA [LeHb MPUHATO CYUTaTb KOAMYECTBO
303nHOGMNOB B nepudepuryeckon Kposu = 150 Ki/MKA,
W/WUNN KONMYECTBO 303MHODUNOB B MOKpOTe = 3%, 1M/1Unu
ypOBEHb OKcMAa a3oTa Bblgbixaemoro Bo3ayxa (FeNO)
= 20 ppb [43]. Mpu 3TOM HEOBXOANUMO YYUTbIBATb, YTO MpPU-
MeHeHune clK, aHTu-IL5 u ocobeHHo aHTK-IL5R npuBoauT
K PEe3KOMY WM NPOAOCIKMTENbHOMY CHWMKEHMIO KOMYyecTBa
303MHOOMNOB. B gaHHOM cnyvae noaTBepAeHUe 303UHO-
$MNbHOro TMNa BOCManeHns NPoOBOAUTCH PETPOCNEKTUBHO,
npU HaAM4yMM aHAMHECTMYECKMX AaHHbIX A0 NPUMEHEeHUs
3TUX KNlaccoB npenapaToB. B cBolo o4yepeab, KpanHe BbICO-
KUM ypoBeHb 303nHOGUAMK (6onee 1500 Kkn/mKn) TpebyeT
WCK/IOYEHWUS UHBIX MPUYMH (Hann4msa 303UMHODUIBHOrO rpa-
HynemaTo3a ¢ nonMaHrumntTom (3rMA), runepao3nHoGUNbHO-
ro CMHAPOMa U APYrnX BapuMaHTOB OHKOMATONOIMK, anfiepru-
4ecKoro 6poHxosieroyHoro acneprunesa (ABJ1A) n ap.).

B cBoto ovepenb, npumMmeHeHue aHTU-ILAP MOHOKIOHaNb-
HbIX aHTUTEN (aynunymab) MOXKeT NPUBOAUTL K POCTY KOMU-
yecTBa 303MHOGUNIOB nNepudepmnyecKon KpoBu, B 60NbLLINH-
CTBE CNy4yaeB KAMHUYECKN HE3HAYMMOMY. OAHAKO C y4eToM
XOTb Y O4€Hb PEAKMX, HO OMMUCAHHbIX ClyYaeB CTPEMUTEb-
HOro pocTa KonuyecTBa 303MHOMUIOB A0 KpaWHe BbICO-
KUX 3Ha4veHun (Bbitwe 5000 Kn/MKN) B npoLecce Tepanuu
aynunymabom Heo6XxoAMMO PerynspHo MOHWTOPMPOBATb
YPOBEHb 303UHODUIOB NepUPEpPUYECKON KPOBK C OLLEHKON
KIMHUYECKMX NCXOA0B.

Heo6x0aMMO y4YnTbiBaTb BO3PACTHble 0CO6EHHOCTU. TaK,
€Cnun y B3pocCiblx nauneHtToB ¢ bA nepudepuyeckas 303u-
HODUANSA U 303UHOPUINSA AbIXaTeNbHbIX MyTEN KOPPENNPYIOT
Mex [y cobon, To y aeTten, B 0COO6EHHOCTU AOLWKOJSIbHOIO
BO3pacTa, COrnacHo npoBeAeHHOMY wuccnefoBanuio [42],
npu abcontoTHOM 3Ha4YeHnn 303MHodMNoB meHee 100 Kn/mn
MOXKET 0TMeYaTbCs BblpaXKeHHOe BOCNaneHue abixatebHblX
nyTen, B TO e BPeEMS 303NHOPUINUA MOXKET ANarHOCTUPO-
BaTbCH Y HEKOTOPbIX 340POBbIX AeTen [41].

TaKKe Ana AeTCKOM Nonynsiuuu B YMCNe NPUYMUH 303M-
HObMAMK NepudepnyecKon KPoBKM Yalle, YEM y B3POCAbIX,
BbIIBASIOTCA pas3nuyHble napasuTapHble MHEKUMK (acKa-
pUao03, aHW3aKn4o3, TOKCOKapOo3, CTPOHIMANIOMA03 WU Ap.
(C y4eTOM 3HAEMUYHOCTU PErMOHA NPOXKMBAHUS U MULLEBLIX
NPUBbLIYEK), 419 ANArHOCTUKM KOTOPbIX BO3MOXHO BbIMOHE-
HWE MONEKYNSPHO-6MONOrMYeCcKoro nccnefoBanns dexkanum
Ha COOTBETCTBYIOLWEro BO306yanTeNns (Ha ackapuabl (Ascaris
lumbricoides), Ha Bo36yautens onucTopxo3a (Opisthorchis
felineus), Ha BO36yauTens cTpoHrunnongosa (Strongyloides
stercoralis)), onpenenenve OHK cooTBeTCTByOLErO BO3-
éyautensa B dekanusax MeToaoM MoSIMMepas3HOW LenHou
peakuuu (MUP) (ackapwua (Ascaris lumbricoides), Bo36yaunte-
na onuctopxo3a (Opisthorchis felineus), Bo36yanTens CTPOH-
runnoungosa (Strongyloides stercoralis), a Takxe BbliBNeHue
B KpOBW aHTUTen Knaccos IgE, IgM, 1gG K gaHHbIM BO36yaun-
Tenam (onpeaeneHne aHTUTeN K TOKCoKape cobak (Toxocara
canis), K Bo36yautento onuctopxo3a (Opisthorchis felineus),
K acKkapuiam (Ascaris lumbricoides), K BO36yauTeNnsm CTPOH-
runnougosa (Strongyloides stercoralis)).

PeKkomeHayeTcs NpoBeAeHWe LMTONOrMYEeCKoro uccne-
[LOBaHWSA MOKPOTbI NauMeHTaM C rmneprnpoayKLMen MOKPOTbI
unu B nepuog Tsxkenoro o6octpeHns bA 1 nepea HasHave-
HUEM F€HHO-UH}KEHEPHOW MMMYHOBMONOrMYEeCKOn Tepanum
C LeNblo BbIIBAEHUS 303MHODUANK MOKPOTLI, UK BbiSBe-
HUSE MapKepOB MHMEKLIMOHHOIO BOCMNANEHUs, UM OBHapy-
EeHUs Muuenusa rpuboB c Lenblo onpeaenexnns deHotuna
BA, auddepeHumanbHON AMarHOCTUKKU C APYron naTosiormen
HUXHUX AblXxaTenbHbiX nyTen [44—-48]. YpoBeHb y6eauTeb-
HOCTH peKomeHgauuhn — B (ypoBeHb JOCTOBEPHOCTH
AOKasaTenbCcTB — 1).
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KJIMHUYECKUE PEKOMEHAALUUU

303nHODUNNA MOKPOThI = 3% ABNSETCA OAHUM U3 Bromap-
KepoB 303NHOGMUIBHOIO BOCMNANEHNS, XapaKTePHOro Hapsay
C ApYrMMW Npu3Hakamu ans 303uHobunbHOro deHoTuna
BA [44-48]. OQHOBPEMEHHO C 3TUM 303UHODUINS MOKPO-
Tbl MOXET MMeTb Apyrve npuuuHbl (AMMA, ABJIA, MUKO3bI).
Y nauuneHToB, nonyvawowmnx UMK B kKayectse 6a3ncHon Tepa-
NuK, COXpaHAloWancs BblICOKas 303MHOOUAMS MOKPOTHI
(50-70% un Gonee) cBMAETENLCTBYET O HEAOCTATOYHOM
abdekte UMK (BO3MOXKHO, B pe3ynbrate HenpaBUIbHOIO
MCMNONb30BaHMUS YCTPOMCTBA 419 MHFaNSLMKN UM HU3KOMO KOM-
nnaeHca), a TaKkxe aBnseTcs HebnaronpusaTHbIM GaKTopoM,
YBENMYMBAIOLIMM PUCK Nocneayowmnx o6ocTpermnn [49].

PekomeHpyetcs uccnegosaHne ypoBHS obuero IgE
B KPOBM MauMeHTam Npu NOCTaHOBKe AnarHo3a bA, nepej
Ha3Ha4YeHWEeM FeHHO-UHKEHEPHOW MMMYHOBOMONOrM4YECKON
Tepanuu C uenblo onpegenexnuns deHoTuna 3aboneBaHus,
a TaKxXe 4ns onpeaeneHuns nokasaHun (B cnyvyae Heo6xoau-
MOCTM) K Tepanuu oManuaymabom, onpeaeneHuns ero tepa-
neBTUYECKOW [03bl U BbiGOpa pexunma Tepanuun [50, 51].
YpoBeHb yoeauTenbHocTH peKomeHgauni — C (ypoBeHb
/I0CTOBEPHOCTH [JOKa3aTe/IbCTB — 4).

HopmanbHbIM  MAW MNOBbLIWEHHbIK YPOBEHb 06LWEro
ISE B CbIBOPOTKE KPOBWU He SBNSETCA AOKa3aTe/lbCTBOM
OTCYTCTBUSA WAW HanuMyuma annepruyeckoro 3abofieBaHus,
B TOM 4MCNie annepruyeckoro (atonuMyeckoro) ¢peHotuna
BA. HopmanbHbIn ypoBeHb obuero IgE moxeTt coyetaTbes
C MNOBbLIWEHHBLIM YpOBHEM cneunduyeckux IgE K NPUYUH-
HO-3HAYUMbIM annepreHam, B TO e BPeMs MOBbILLEHHbIN
ypoBeHb obuero IgE MoxeT HabnopaTtbCs B OTCYTCTBUE
ceHcubunmsaumm u atonuuM (MHbIMM MNPUYMHAMKM MNOBbI-
lWeHHOro ypoBHs obuiero IgE MoryT OblTb nNapasuTapHas
MHBa3u4, rpubKoBas MHOEKLUA, OHKoNartonorus, runep-Ige-
CUHAPOM U ap.).

9ddeKT omanulymaba peanudyercs Npu MaKcUMmanb-
HOM cBf3blBaHMK cBobogHoro IgE. PacyeT fo3bl omanu-
3ymaba M OnpeaeneHne pexunma Tepanuu ocyLLecTBASIOT
WMHOMBUAYANbHO, NPU HaM4YMKM NOKa3aHUI, B 3aBUCUMMOCTH
OT Maccbl Tena U UCXOAHOIO (40 NEPBOro BBEAEHMS OManu-
3ymaba) ypoBHs obulero IgE [50, 51].

PekomeHgyeTcs uccnefoBaHue ypoBHS aHTUTEN K aHTH-
reHaM pPacTUTENbHOro, XMBOTHOIMO M XMMMWYECKOrO Mpo-
UCXOXAEHUS B KPOBM (onpefeneHne YpOBHS annepreH-
cneundunyeckux IgE-aHtuTen) naumMeHtTam npu nepBUYHOM
avarHoctuke BbA, B npouecce gMHaMMYeCcKOro Habnwge-
HUS M MPU HaIMYMM NPOTUBOMOKA3aHUM WAWU WMHBbIX MNPU-
YWH, NPENATCTBYIOWMX NMPOBELEHMIO KOXHOIMO TEeCTMpoBa-
HWUS (HAKOXHble WCCNeAoBaHWUA peakuuMuM Ha anfepretbl),
NPW COMHUTENbHbIX pe3ynbTaTax KOXKHOro TeCTUPOBaHUS,
PaCcXOXAEHUWN AaHHbIX, NONYYEHHbIX NpU cOope aHamHe3a,
C pesynbTaTamMu KOXHOIo TeCTMPOBaHWSA, C LeNnblo noa-
TBEPXAeHWs annepruyeckoro deHotuna bA, BbiBAEHUSA
NPUYUHHO-3HAYMUMBIX aNepreHoB Ans BblpabOTKM peKo-
MeHAauMn no obpasdy XKU3HW, NUTaHWIO M onpegeneHus
uenecoobpasHocTtu nposegeHua ACUT [29, 41, 52-54].
YpoBeHb yoeauTenbHocTH peKomeHgaunin — C (ypoBeHb
/I0CTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

OnpegenexHuve ypoBHS annepreH-cneunduyeckunx IgE-
aHTUTEN B CbIBOPOTKE OCOBEHHO BaXXHO NpU HeybeanTenb-
HblX pe3dynbTaTtax KOXHblX NPo6 M60 NP HEBO3MOMKHOCTU
WX NOCTAHOBKMK (Hanpumep, B nepuog obocTpeHusa annep-
rM4ecKoro 3abofieBaHUsA WMAM HaNUYMKU MHbIX MPOTMBOMO-
Ka3aHui), Npu OTCYTCTBMU HEOBXOAMMbBIX ANArHOCTUHECKUX
annepreHoB. OTY4eT NO TECTY BbIMSAMT KaK KONMYECTBEH-
HblM pe3ynbTaT U cyMTaeTcs MO3UMTUBHBLIM MPU 3HAYEHUM
= 0,70 kU/I.

Mpn AMHaMUYeCKOM HabnlogeHUM B TeYeHune roga Bo3-
MOXHO NOBTOPHOE MPOBEAEHWE MCCNEefoBaHUS NpW NoJo-

3PEHUN Ha MOSIBJEHWE HOBOM KIMHUYECKU 3HAYUMMOW CEeH-
cMbunnsauumm.

MHTepnpeTaumns MNonayYeHHbIX pe3ynbTaTtoB anneproob-
cnefoBaHMA MPOBOAMTCA B COMOCTaBNEHWM C AaHHbIMU
aHaMHe3a M KJMHWYECKOM KapTMHOW, TaK KaK CeHCUbuu-
3auMs MOXKET 6bITb KIIMHUYECKU 3HAYUMON UK NAaTEHTHOMN.

Hanunyne ceHcnbunmusdauum K annepreHam y pebeHka
C anu3o4aMu 6pPOHXMaNbHOM 0B6CTPYKLIMM SBNSETCS HAAEK-
HbIM MPOrHOCTUYECKMMU NMPU3HAKOM pa3BuTHUa BA B aanb-
HenweMm [55].

CeHcnbunnsauma K aspoannepreHam Habnogaercs
y 6onbluMHCcTBa Aeten ¢ BA B Bo3pacTe cTaplie 3 feT.
OgHaKo HopMmalbHble noKasatenu cneunduyecknx IgE
K pacnpocTpaHEeHHbIM a3poanfiepreHam He WCK4YatoT
onarHosa bA [41].

PekomeHayeTca uccnegoBaHue KUMCAOTHO-OCHOBHOMO
COCTOSIHUA M Fa30B KPOBM (NapumaibHOro HanpsixKeHus
Kncnopoaa — Pa0,; napunanbHOro Hanps eHUs yrnekuc-
noro rasa — PaCO,), pH u ypoBHsa 6uKkap6oHaTtos (HCO;)
B apTepuasibHON KPOBU B NepUO TAXKeNoro o6octpeHus bA,
COMpPOBOXAaloLWwerocs pa3BuTnem Tsxkenon JH, ons oueHku
PUCKOB MCXO40B, 0GBEKTUBHOIO NOHMMaHMS Lienecoobpas-
HOCTK OoKcureHoTepanuun unu UBJ1 [22, 56]. YpoBeHb y6e-
AMTE/IbHOCTH peKomeHpaunin — C (ypoBeHb JOCTOBEP-
HOCTH fOKa3aTe/lbCTB — 4).

TpebyeTca AMHaMUYeCcKoe UccnefoBaHue AaHHbIX NoKa-
3atenev AN KOHTPOAS COCTOSHMA U OLEHKU 3bdEeKTUBHO-
CTW NPOBOAMMOM TEpanuu.

PekomeHgyeTcs uccnegoBaHue ypoBHS IgA, 1gM, 1gG
B KpOBM nauuneHTam ¢ bA, 4acto cTpajaloLwmMm NOBTOPHbLIMU
6aKTepuanbHbIMK UHOEKUMAMU BEPXHUX U HUMKHMUX AblXa-
TE€NbHbIX NyTEW (THOWMHblE PUHOCWUHYCUTbI, OTUTbI, GPOHXMU-
Tbl, MHEBMOHWUM), AN BbISBNEHUS HAPyWeEHUN CO CTOPOHbI
rymopasnbHOro 3seHa ummyHuteta [57-59]. YpoBeHb yb6e-
AMTE/IbHOCTH peKomeHaauni — C (ypoBeHb JOCTOBEP-
HOCTH JOKa3aTe/lbCTB — 5).

MMMyHOLeDUUNTBLI (KaK nepBUYHbIE, 4TO Haubonee
XapaKTepHO ANns AETCKOW MnonynsiuMu, Tak U BTOPUYHbIE)
C MNpPeuMyLlecTBEHHbIM HapyweHWemM CUHTe3a aHTuTen
NPOSIBASIOTCS PELNANBUPYIOLWMMU MHOEKLMAMU OpraHoB
[bIXaHWs C NOBbILUEHHOW YYBCTBUTENbHOCTbLIO K MHKAMNCYNu-
poBaHHbIM 6aKTEPUAM, TOPMUAHOCTBIO K CTAHAAPTHLIM CXe-
MaM aHTMOUOTUKOTEPaNUKU, B KOHEYHOM MUTOre NMPUBOASLLMUM
K CTPYKTYPHbIM M3MEHEHMUSAM N1€r0O4HON TKaHU (GPOHXO3K-
Tasbl, MHEBMOCKJIEPO3, NHEBMODHNOPO3). PaHHEe BbisSBIe-
HWEe HapyWweHWN CUHTe3a aHTUTEeN MpU COOTBETCTBYIOLLEN
K/IMHUYECKON KapTUHE M APYrMX AMarHOCTUYECKMX KpuTe-
pUSIX MOXeT CBMAETENbCTBOBATb O HalM4MM MEPBUYHOIO
WM BTOPMYHOTO MMMyHoZedULMTa C NPEUMYLLECTBEHHON
HeJOCTaTO4YHOCTbIO CUHTE3a aHTUTEN, NO3BONSeT OLEHUTb
Lenecoobpa3HoCTb NPOBEAEHUS 3aMeCTUTENIbHON Tepanuu
npenapatamum UMMMYHOI106Yy/IMHA YefloBEKa HOpManbHOIo
C LIe/Ibl0 CHUXKEHUS PUCKOB MOBTOPHbLIX MHPEKLNIA M HEXe-
natenbHbIX McxoaoB [57-59]. KpaTHOCTb MccneaoBaHus
onpeaensieTcs UHAMBUAYaANbHO.

PekomeHayeTcs wuccnegoBaHWe YPOBHA  MOKO3bI
B KPOBM NauWeHTam C TsKenbiM obocTpeHnem BA, oco-
6EHHO NnauuMeHTaM ¢ ConyTCTBYIOWMM CaxapHbiM AUabeToM,
nepeg HasHadyeHneM clK 1 B fJanbHenwem B X04e NeyeHuns
4N OLLEHKM MCXOLHOrO YPOBHS U MOHUTOPMHIa C LEeNnbio
CHUXEHUS PUCKa HexXenaTenbHbIX SBAEeHUA OT NPOBOAUMOM
Tepanuu [60, 61]. YpoBeHb y6eaUTeNIbHOCTH peKOMeHa-
ymi — C (ypoBeHb JOCTOBEPHOCTH OKa3aTe/bCTB — 5).

c[K MMeloT WUPOKKIA nepedeHb NOBGOYHbIX peaKkuuH,
B TOM 4MCNie MOBbIWEHWE YPOBHA 1OKO3bl. [MaumMeHTam
C CONYTCTBYIOLMM CaxapHbIM JMabeToM u daKkTopaMu pucKa
€ro pasBuTMA (HapylleHWe TONepaHTHOCTU K yrnesonam)



O4YeHb Ba)XHO KOHTPONIMPOBaTb YPOBEHb MMOKO3bl KPOBU
BO Bpems neveHus MK [60, 61]. Bo3amoxKHO, 3TO noTpebyeT
[OMOMHWUTENBHOIO Ha3HaYeHUs caxapOCHUXKaloLWMX npena-
paToB WX YyBENMYEHUS JO3MPOBOK paHee Hal3HaYEHHbIX.
KpaTHOCTb BbIMONHEHMS ONpeaensaeTca HAMBUAYaANbHO.

PekomeHayeTca paccMoTpeTb BO3MOXHOCTb BbINOJ-
HEHWMS AOMOSHUTENbHbIX MCCNefOBaHWMM (MO MOKa3aHWaM,
C y4eTOM }anob M KAMHMYECKOM KapTUHbI): UCccliegoBaHue
YPOBHS CBOGOAHOIO TPUMOATMPOHMHA (CT3) B KPOBU, YPOB-
HA cBO6GOAHOro0 TUPOKCHUHa (CT4) B KpOBM, TUPEOTPOMHOro
ropmoHa (TTI) B KpoBH, 06LWEro KOPTU30Ja B KPOBU, UCCTe-
[0BaHWe ypoBHS CBOGOAHOIO KOPTM30aa B MOYe, Uccnemo-
BaHWe ypoBHA C-peaKTMBHOro 6ejlka B CbIBOPOTKE KPOBMH,
AHTUHENTPOPUNBHbBIX LUTONIa3MaTU4eCKMX aHTuTen (onpe-
nenexnve mapkepoB ANCA-accouMMpoBaHHbIX BaCKY/IUTOB:
PR3 (c-ANCA), MMNO (p-ANCA)); onpeaeneHne KoHLEeHTpaLuum
D-aumepa B KPOBM, MUKPOOGMONOrMyeckoe (KynbTypanb-
HO€e) nccnegoBaHue MOKPOTLl Ha adpobHble U daKynbTaTuB-
HO-aHa3pOo6HbIe MUKPOOPraHW3Mbl, MUKPOOUONOrM4yecKoe
(KynbTypanbHOe) UccnefoBaHWe MOKPOTbl Ha APOXKIKEBble
rpubbl, MUKPOBKOIOrMYEeCKoe (KyNibTypasnbHOE) nccnenosa-
HWE MOKPOTbI Ha MULENManbHble rpubbl € LeNbio nposeae-
HUa auddepeHumnanbHOM aMarHocTMkK BA ¢ gpyron natono-
rMEeN WAN B CNyvyae HEKOHTPOSIMPYEMOTO TEYEHUS TSAKENON
BA (Npu coxpaHeHuUn BbICOKOTO KOoMMaeHca) Ans BblsBJie-
HUSI COMYTCTBYIOWMNX 3a60/1IEBAHUN, YTAKENAIOLWMX TeYeHne
OCHOBHOrO [4, 6, 19, 29, 59, 62-74]. YpoBeHb y6eanTe/b-
HOCTH peKomeHpauni — C (ypoBeHb [JOCTOBEPHOCTH
AOKa3are/bCTB — 5).

MNepeyeHb nccnefoBaHUM MOXET ObITb JONONHEH B 3aBU-
CMMOCTH OT KIIMHUYECKOM CUTYyaLUu.

UHcTpyMeHTaNbHble AUarHocTU4YEeCKue

uccnepoBaHus

PekomeHayeTcs npoBegeHue cnMpomeTpun (MccnegoBa-
HWE HeCNPOBOLMPOBAHHbIX AblXxaTeNbHbIX 06bEMOB U NOTO-
KOB) BCEM MNauueHTaMm cTtaplie 5 feT npyu NoCTaHOBKe guar-
Ho3a BA npu nepBu4yHOM ob6palleHnun, Yyepes 2—4 Hepa nocne
Ha3Ha4yeHus Tepanuu, Kaxkable 6-12 mMec npu gucnaHcep-
HOM HabnlaeHUn nepen HasHa4YeHUEM TEHHO-UHXKEHEp-
HOM MMMYHOOMONOTMYECKON TepanuuM W Ha MPOTAKEHUMU
npoBefeHUs TapreTHom Tepanuu — Aas OLEHKM CTeneHu
BbIPaYEHHOCTU GPOHXMaNbHOM OOGCTPYKUMMK, B AUHAMMU-
Ke — C LeNblo OLeHKM 3PDEKTUBHOCTM Ha3HaYeHHON paHee
Tepanun M Lenecoobpas3HOCTU ee U3MEHEHWs, a TaKxkKe
nepef nposegeHnem ACUT ¢ Lenblo UCKYEHMS NPOTUBO-
noKkasaHuh ansa ee nposeaeHusa [19, 75-84]. YpoBeHb
y6eanuTeNbHOCTH peKomeHgaunin — C (ypoBeHb JOCTO-
BEepPHOCTHU JOKa3aTe/bCTB — 5).

OCHOBHble MOKazaTenu CNMPoOMETPUM, OLEHUBaEMble
B KJIMHMYECKOM MpaKTUKe Npu guarHoctuke bA un asnsio-
Lwmecs AMarHoCTUHECKUMKU Npu GPOHXMaNbHOM 0BCTPYKLINK:
O®B,, u13HEHHas eMKoCTb nerkux (MKEJ) u dpopcuposaH-
Has M3HEeHHaa eMKocTb Nerkux (PXKEJ), cooTHoweHne
OPB, /PHKEJT (MHaeKc TeHcnapa) win OPB, /HEJT (MHAeKc
TudodHO) [19, 75-84]. CyKeHne AbixaTeNbHblX NyTeN Npu-
BOAMT K MafeHWI0 CKOPOCTM BO3AYWHOro NOTOKa M3-3a
BO3pOCLIEro 6POHXMaNbHOro CONPOTUBAEHUSA, YTO OYHKLIM-
OHa/IbHO NPOSIBNSETCS YMEHbLIEHNMEM CKOPOCTHbIX Napame-
TpoB GopcMpoBaHHOro Bblaoxa. M3 Bcex NnoKasaTenen Hau-
6onee BaxKHbIM fBnsetca OPB,, NOCKOJIbKY ero smepeHue
CTaHAapTUM30BaHO Hauay4ylwuM o6pa3oM, U OH B MEeHbLUEN
CTEMNEHU, HEXENU APYr1e XapaKTePUCTUKN GOPCUPOBAHHOIO
BblJOXa, 3aBUCUT OT NMPMUIOKEHHOIO yCUAKSL.

TaKk, $uM3MoNorMyeckmm onpegeneHnem o6CTPYKUMH
BO3AYLWHOr0 MOTOKa ABNSETCS YMEeHblleHWe OTHOWEHMS
O®B,; K ®}KEJI, 4TO NPUBOAMUT K CHMMKEHWIO OTHOLIEHWH

O®B, /}KEJT (OPB, /PIKEJT) meHee 70%. 10 ypoBHIO OTKNO-
HeHns OPB; OT [JOMKHbIX BEIWYWH OLEHMBAIOT CTeneHb
TSXECTU OOCTPYKTUBHbLIX HapyweHun. B KavecTBe OUKCHU-
POBAHHOIO 3HAYeHUS AN HUMKHEW rpaHuubl HOPManbHbIX
3HadyeHnn OHKEJST n OPB, npaktvka ucnonb3osaHus 80%
OT [O/KHbIX BENWYMH npuemnema y aeten [63]. OaHako
B TaKOM cllydae BO3MOXHbl CYLECTBEHHble OLWNOKK
npyu MHTEpNpeTaunn GyHKLMM NErKMUX Y B3POCbIX, MOCKO/b-
Ky O®B; Takxe 3aBWCWT OT Besi4uHbl HEJL. Tpu 3atom
cHWxKeHne OPB,; Gonee 80% OT AO/KHbIX BEJIMYWUH C OAHO-
BPEMEHHbIM CHUXeHWEM WHAeKkca TudodHo (MeHee 70%)
c 6onbllen gonen BeposaATHOCTM OyaeT CBUAETENbCTBOBATL
06 06CTPYKTMBHbIX HapylleHusax [78-80, 82].

MOCKONbKY Y NaLMEHTOB C XPOHUYECKUMU OBCTPYKTUB-
HbiMK 3a6oneBaHnaMun nerknux OXKEJT MoxeT 6blTb cylle-
CTBEHHO MeHblue XKEJ1, angd AnarHoCTUKKM OGCTPYKTUBHBIX
HapylWeHWn npeanoYTUTENbHEE WCNONb30BaTbh OTHOLWE-
Hue O®B,/HEJI, USMEPEHHON MPU CMOKOMHOM [bIXaHuK.
Y B3pOCnoro 340POBOr0 YejnoBEKa 3TO COOTHOLWEHME
coctaBnset 75-85%. Y netein OB, /PIEJT B HOpMe OKO-
10 90% (3a CYET BbICOKOW CKOPOCTU BO3AYLUHbIX MOTOKOB).
B cBA3M c TpyaHoCTSMKM BoOcnpousBefeHns GopcupoBaH-
HOro Bblgoxa nokasatenb OPB, /OHEJ] He aBnseTcs cToNb
HaEeXHbIM KpuUTepnemMm 6poHXManbHOM OOCTPYKLNUKU Yy AeTen
B CPaBHEHWKU cO B3pochbiMu [85, 86].

Oetn mnagwe 5 net, Kak NpaBunio, He CNOCOBHbI BbINON-
HATb BOCMPOU3BOAMMBbIE MaHeBpPbl C GOPCUPOBAHHBIM
BblJOXOM, NO3TOMY OYHKLIMOHANbHOE UCCNeAOBaHNE NErKUX
ANS AaHHOM BO3pacTHOW rpynnbl NauneHToB He UMeET 60/1b-
LLIOrO AMAarHOCTUYECKOro 3Ha4YeHHMS.

K wuHTepnpeTauun pesynbtaTtoB QOYHKLMOHANbHOMO
nccneaoBaHma AOMKHbI MPUMEHATLCSA NMPUHLMMABI KNUHKUYe-
CKOr0 NPUHATHA peleHuns, rae BEPOSTHOCTb 601e3HU Nocne
npoBefeHUs UccnefoBaHns oL eHUBaETCS C y4eTOM BEPOAT-
HOCTK 60N1€e3HM 0 UCCNeoBaHus, ero KayecTBa, BEPOATHO-
CTU JIOXKHOMONIOXKMUTENBHON U NOXKHOOTPULATENIbHON UHTEP-
npeTauuMuM W, HaKoHel,, HEenocpeaCTBEHHO pe3ynbTaToB
nccneaoBaHns U JOMXKHbIX 3Ha4YeHU. TaK, y naumeHTa ¢ bA
B MEMPUCTYNHbIN NEPUOA Nocie NpUMeHEHUT 6POHXONUTH-
YECKMX CPEeACTB MO0 B peaynbrate JOCTUKEHUS KOHTPOAS
BA 3a cyeT afjlekBaTHO Nogo6paHHOM Tepanuu nokasarenu
®B/] moryT 6biTb B npeaenax Hopmbl. Taknum o6pasom,
HOpMalbHble MNOKas3aTenn CNUMPOMETPUU HE WCKIYatoT
anarHosa bA.

lNoBTOpHbIE WHcCnefoBaHUA GYHKUUK Nerkux 6onee
MHPOPMATMBHLI, YeM eAMHUYHOEe uccnefoBaHue. [Mokasa-
TeNU NerovyHon GyHKUMn npu BA y o4HOro 1 TOro »Ke nauueH-
Ta MOryT BapbupoBaTb — OT HOPMasbHbIX 4O BblPaXKEHHbIX
OBGCTPYKTUBHbIX. YeM Xyxe KoHTponupyetcs BA, Tem 60/b-
e BblpaxeHa BapuabenbHOCTb NerovyHow GyHKuumn [871].
0O6paTtMMOCTb GPOHXMaIbHOM O6CTPYKLIMM MOXKHO 3adUKCH-
poBaTb NpPK YCTOMYMBOM YNyyLEHMUU NOKa3aTeNen NeroyHom
dYHKLUMM Ha dOHe HEeCKONbKUX AHeW/Heaenb Tepanun UMK
WKW ApyruMu NpoTMBOBOCNANUTENbHBIMK NpenapaTtamu [83].

KpuTepun noaTBepKaeHUa 06CTPYKLMKN K ee Bapuabenb-
HOCTM Npwu AnarHoctTuke BbA nsnoxeHsol B Mpunoxenmn 11.

OaHMM M3 NpoTMBOMNOKa3aHui ans nposeaeHus ACUT
aBaseTcs cHxeHne OPB, meHee 70% OT [OMKHbIX BEUYMH,
cnepoBaTtefibHO, CMMPOMETPUS B 006a3aTeflbHOM MopsiaKe
JOMKHA BbINONHATLCA nepefd nposegeHnem ACUT m B npo-
Lecce nevyeHuns (Mpu KAMHUYECKOM YXYALIEHUN AN1S MOHUTO-
puHra coctosiHus) [88].

PekomeHayeTca npoBefeHMe GpoHXoAMNaTaLUOHHOIO
Tecta — CNUPOMETPUM ¢ papMaKoSIorMyecKon npobomn BCem
nauneHTam ctapwe 5 neT npu noctaHoBKe (NoaTBepae-
HUK) gnarHo3a BA, BKAOYas nauueHToB € HOpMalbHbIMU
noKasaTensiMM UCXOAHOM CNUPOMETPUU, AN YCTaHOBNEHUS
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KJIMHUYECKUE PEKOMEHAALUUU

06paTUMOCTN BPOHXMAIbHOM OBCTPYKLIMK; NMPU AalibHENLWEM
HabnoLeHNW NaLMEHTOB € YCTaHOBNEHHbIM AnarHo3om bA —
4Ns onpefenexHnsa noteHumanbHoro addeKkta 6POHXONNTH-
4YeCKOM Tepanun U MOHUTOPUPOBAHUSA AUHAMUKM NEeroYHOM
dyHKUMKM [19, 41, 63, 79, 80, 82-85, 89, 90]. YpoBeHb
y6eanTeIbHOCTU peKomeHaauuin — C (ypoBeHb JOCTO-
BEpPHOCTH fOKa3aTe/IbCTB — 4).

BpoHxognnataumMOHHbIN TECT cYMUTaeTCs MONOKMUTENb-
HbIM B cnyyae npupocta OB, He MeHee 12% 1 He MeHee
200 M1 OT UCXOAHOMO 3HAYEHUS.

MpenapaTbl Ans neyeHuss o6CTPYKTUBHbLIX 3aboneBa-
HWW AbIXxaTeNnbHbIX NyTEN NpW NPoOBeAEeHUW LaHHOro TecTa
NPUMEHSIOTCA BHE MHCTPYKLMW, HO COrNacHo MeToauye-
CKMM peKoMeHZauuMsam no NpoBeAeHuto cnupomeTpum [79].
Ans 0OCTUXKEHUS MaKCMMallbHO BO3MOXHOW 6poHxoanna-
TauMnm pekomeHayetca ucnonb3oBaHve K[BA, Hanpumep
canbbytamona B Buage OAU ana nogpocTtKkoB (oT 14 nerT)
M B3POCNbIX B MakcumanbHow pa3oBon go3e 400 MKr
(4 nHrangumm no 100 MKr ¢ uHTepsanom 30 c), ana geten
oT 5 no 14 ner — B pasoBoin Ao3e 200 MKr (NpuMeHe-
HWe canbbyTamona 34eCb BHE WMHCTPYKLMW, HO COrnacHo
depepanbHbiM METOAMYECKUM PEKOMEHAALMAM MO Mpo-
BeAeHuto cnupomeTpun [79]) ¢ cobntogeHnemM Bcex npaBun
WMHransumMoHHon TexHukn OAWN, npeano4vtutenbHee (06s3a-
TENbHO ANS AeTen) C NOMOLLbIO criencepa.

[oBTOpHaa cnupomeTpusa nNpoBoauTCca 4epe3 15 MUH.
Mpn ncnonb3oBaHuK B KayecTBe 6poHxoaunatatopa AAAX
(unpatponusa 6pomMna) MaKcumanbHas pas3oBas [o3a
ana B3pocnbix coctaBnaser 80 MKr (4 go3bl no 20 MKr),
KOMOGWHaLKnKM nnpatponusa 6pomng + GeHoTepon pacTeop
ana wHranauum 0,25 mr + 0,5 mr/mn ¢ nomouiblo Heby-
nansepa petam ot 6 go 12 ner — 10 kanenb (0,5 mn),
noapoctkam oT 12 net u B3pocabiMm — 20 Kanenb (1 mn)
pa3BoanTb B 3—4 Mn 0,9% pactBopa HaTpusa xnopuaa (npu-
MEHeHWe unpaTponusa 6poMmaa n KomGMHaLMK nnpaTponms
6pomng + deHoTepon 34eCb BHE MHCTPYKLIMM, HO COMNacHo
depepanbHbIM METOAMYECKMM pPEeKOMeHaLmam no npose-
[ieHuto cnupomeTpuu [79]). NMoBTOpHAa cnMpoMeTpus B AaH-
HOM cny4ae BbinonHseTcs Yyepe3 30 muH. MNpu ncnonb3osa-
HUKM Hebynan3epoB HEOBXOAMMO MOMHMUTb, YTO AN Pa3HbIX
MX TMNOB MOTryT noTpeboBaTbCs pa3Hble A03bl GPOHXOAM-
nataTopoB W pa3Hoe BpeMs goctaBku [19, 41, 63, 79, 97,
82-85, 89, 90]. Ana cTpyMHbIX HeBynan3epoB 5 Mr canboy-
Tamona B MHransiLMoOHHOM pacTBOpPE HOMWHAbHO 3KBUBA-
NeHTHbl uHranaumm 400 mKr ¢ nomouwbto AU, a 1 mr unpa-
Tponus 6poMnaa B MHransaLMOHHOM pacTBOpPe HOMUHAaNbHO
3KBUBaANEHTeH nHransumm 80 MKr ¢ nomouibto AU [91].

Y nauneHToB € UCXOAHBIMW HOPMaNbHLIMKU MOKa3aTensaMu
O®B, (6os1ee 80% OT LOMKHBIX BENUYMH) MPUPOCT MO abco-
NOTHbIM 3HavyeHusaM Ha 200 mn 1 6onee, HO He JOCTUralo-
wmm 12% B OTHOCUTENBHOM M3MEPEHUU (HO XOTS Obl 6onee
10%) nNpu COOTBETCTBUM aHaMHE3Y U KJIMHUYECKOW KapTuHe
MOXET ObITb pacLiEeHEH KaK MONOXMUTENbHbIV (MPUPOCT Nocne
npuMeHeHns GpoHxoawnnaTatopa B npegenax ecrecTBeH-
HOM BapuabenbHocTM OPB; u OHET — 150 mn v 8% —
He MOXeT pacueHMBATbCS KaK MOJMIOKMUTENbHbIM TECT; Yem
Bbllle pa3HULa C MUCXOAHbIMM MOKasatensamu, Tem 6onee
[LOCTOBEPHbLIM CYUTAETCA Hannyme BapuabenbHON 06CTPYK-
LMK, xapakTepHon ang BA).

OTpuuaTenbHbIi 6pOHX0AMNATALMOHHbIN TECT HE UCKIO-
YyaeT AnarHo3a bA, MOXeT Habn4aTbCa Kak Npu TSXenom
060CTPEHUHU, TaK M Y NaUWEHTOB C AIUTENIbHOW CTOWKOM
pemMuccuen (MpM MUCXOAHbIX MaKCUMasbHblX MOKalaTensax
O®B, = 100% OT AO/MKHbIX BENNYMH) IM60O B pesynsrare
anutenbHoro nevyenuns UMK [63, 87].

Bo3MOXHble KpuTepun BapuabenbHOCTM O6CTPYKLMK
npu guarHoctuke bA nanoxeHol B MNMpunoxenun 11.

PeKkomeHayeTcsi paccMOTpeTb BO3MOXHOCTb MpoBeje-
HWSi BPOHXOKOHCTPUKTOPHOIO TecTa C PU3NYECKOM Harpys-
KOM (MccnefoBaHue AbixaTeNbHblX 06BbEMOB MpPU MPOBO-
Kauuu Gn3nMYecKon Harpy3Kon) nauneHTam ctaplue 12 net
€ nofo3peHneM Ha BA npu HopmasnbHbIX UCXOAHbBIX NOKa3a-
TEeNAx CNMPoOMETPUM U OTpuULLaTENIbHOM BpoHXoAMNaTaLLMOH-
HOM TecTe ANs BbIBAEHUS (MCKNOYEHMS) BpoHXOocna3ma,
BbI3BAHHOI0 GM3M4YECKON Harpy3Kkom [19, 92-94]. YpoBeHb
y6eanTenbHOCTU peKomeHgauuin — C (ypoBeHb JOCTO-
BEpPHOCTH OKa3aTe/lbCTB — 3).

BpPOHXOKOHCTPUKTOPHbIA TECT C GU3MYECKON Harpys-
KOW CYMTaeTCA MOJIOUTENbHLIM B Clly4Yae CHmxeHns 0PB,
He meHee 10% ana B3pocabIX U He meHee 12% ans netewn
OT UcxoAaHoro 3HavyeHus [81-84]. CornacHo MexayHa-
POAHbLIM PYKOBOACTBAM, TECT cynTaeTcs 6onee cneumnduy-
HbIM AN9 AMarHOCTMKM BA, HO MeHee 4yBCTBUTENbHbIM,
yeM TecT ¢ MeTaxonuHom (B Poccuiickon Pepepaunu
He NPOBOAMTCA BBMAY OTCYTCTBUSA 3aperMcTpnupoBaHHOro
Ha TeppuTOpUMU CTpaHbl MeTaxonuHa). OTpuuaTeNbHbIN
OPOHXOKOHCTPUKTOPHLIN TeCcT ¢ GU3UYECKON HarpysKoun
He UCKJloYaeT anarHosa bA.

Bo3MOHO npoBefeHne 6POHXOKOHCTPUKTOPHOMO Tecta —
cnupomMeTpumn ¢ dapmaKosormyeckom npobon (MccnegoBa-
HWe AblxaTenbHblX 06bEMOB C MPUMEHEHWEM JIEKAPCTBEH-
HblX CPeacTB) NauMeHTam cTapwe 18 net ¢ noao3peHuem
Ha BA Npu HOpMabHbIX UCXOAHbIX NMOKa3aTensax CNMpomeT-
pun, oTpULaTebHOM 6POHXOANIATALMOHHOM TECTe U OTPHU-
LaTenbHOM OGPOHXOKOHCTPUKTOPHOM TecTe ¢ GU3MYECKON
Harpy3Kon — Ans BbISIBNEHWS GPOHXMANbHOW runeppeak-
TUBHOCTH [19, 91-93, 95-98]. YpoBeHb y6eauTeIbHOCTH
pexkomeHpauyni — C (ypoBeHb JOCTOBEPHOCTH JOKa3a-
Te/NbCTB — 5).

O6bl4HO BbIIBNEHNE GPOHXMANbHOM TMNEPPEaKTUBHO-
CTM OCHOBaHO Ha W3MepeHWn oTBeTa nokasatend OPB,;
Ha MHransguuio BelwecTBa (B TOM 4YMCAe B MOBbILLAKOLMX-
CSl KOHLEHTpaumsX), Bbl3blBalOLEro GPOHXOKOHCTPUKLIMIO
(Hanpumep, 4,5% pactBopa Hatpua xnopuaa). CornacHo
MeXAyHapoAHbIM PYKOBOACTBaM, PeKoMeHayeTcsa npo-
BeJeHne OGPOHXOKOHCTPUKTOPHOrO TecTa C METaxXOJ/IMHOM,
4YTO HEBO3MOXHO B Poccuickon degepauun BBUAY OTCYT-
CTBUS 3aperncTpMpoBaHHOIro Ha TEPPUTOPUM CTPaHbl MeTa-
Xx0nunHa. Bo3amoxHo nposegeHune Tecta ¢ 4,5% pacTtBOpOM
HaTpus xJopuaa, KOTOpbIM HEe MMeeT TaKoro nokasaHwus
cornacHo MHcTpykuuu). UccnepoBaHue ¢ 4,5% pactBopom
HaTpus xnopuaa (NPUroToBAEHHON0 Macco-06beMHbIM CMO-
co60M B YCNOBUAX anTeKu, NMLEH3UPOBaAHHON A5 OTNyCcKa
rOTOBbIX IEKAPCTBEHHbIX dopM: 4,5  cybCcTaHUMN HaTpUA
xnopuaa pacteopstoT B 100 ma BOAbl AN MHBEKLMIA, 3aKy-
nopuBatloT) NPOBOAAT C WMCNONb30BaHWEM Hebynansepa
KOMMNPECCMOHHOro Tuna. MHransuuMoHHoe BO3AeWCTBUE
4,5% pacTBOPOM HaTpua xnopuaa (CMOKOMHOE [AblxaHue
C 3aXKMMOM [N HOca) NPOBOAAT NOcAeAoBaTeNlbHO, B Teve-
Hue 0,5; 1; 2; 4; 8 MuH (cymmapHoe BpemMs — 15,5 MUH).
Yepe3d 1 MUH nocne KaxAown MHransauun npoBoAsAT U3me-
peHne OPB,; (2 NOMbITKKU, GUKCHPYS Ny4WKUi pesynbrar),
nocse KOTOPOro fenawT 2-MUHYTHbIV nepepbiB. TeCcT cyu-
TaeTcsa MONOKUTENbHLIM MPU CHUKEHWK nokazatens 0B,
Ha 15% 1 6onee (TeCcT ocTaHaBAUBAIOT); NpU CHUKeHUM ODPB
Ha 10% mexAay AByMsa nocnefoBaTebHbIMU M3MEPEHUS-
MU BO3AencTBME MOBTOPSAIOT. MpKU OTCYTCTBUM U3MEHEHUN
nocne 15,5 muH Bo3aencTBusa 4,5% pacTBOPOM HaTpus
xfiopua NPOBOKALMOHHbBIA TECT CYMTaeTCcs oTpuuaTeb-
HbIM [98]. BPOHXOKOHCTPUKTOPHbIE TeCcTbl 06/1ajatoT orpa-
HUYEHHOW CneundUYHOCTbLIO NPU NOCTaHOBKE AMarHo3a bA,
TaK KaK rMneppeaxkTUMBHOCTb AblXaTesbHbIX MyTEN MOXET
BCTpeYyaTbCs Yy MauMEeHTOB C anfiepruyecKUM PUHUTOM,
MYKOBMCLMAO030M, GpoHXxofieroyHon aucnnasven u XOBJ



[92, 99-103]. OTpuuaTenbHblii GPOHXOKOHCTPUKTOPHbIN
TECT HEe UCKoYaeT anarHosa bA.

PekomeHayeTcs npoBefeHue nUKGNOyMETpun (uccne-
[OBaHWe HEeCNPOBOLMPOBAHHbIX AblXxaTelbHblX 06bEMOB
M NMOTOKOB C MCMNOJSIb30BaHMEM MUKDIOYyMeTpa) NaumneHTam
cTapwe 5 net npu HEBO3MOXHOCTU NPOBEAEHUS CNMpoMe-
TPUM NpU NOCTaHOBKE AnarHo3a BA ana noateBepxaeHus
BapuabelbHOCTU CKOPOCTM BO3AYLLUHOIO MOTOKa, Mpu Auc-
naHcepHoOM HabnoAeHUN — A5 OLLEHKM KOHTPONSA U BblsiB-
NeHns puckoB obocTpeHus [41, 63, 78, 84, 85]. YpoBeHb
y6eanuTeNbHOCTH peKomeHgauni — C (ypoBeHb JOCTO-
BEepPHOCTHU JOKa3aTe/ibCTB — 5).

BapnabenbHOCTb BO34YyWHOrO MOTOKa onpegenser-
CS NPU HaNMyMM pPasHULbl MEXAy CPeaHWMW CYyTOYHbIMMU
nokasartenamu MNCB npu ABYKpaTHOM (YTPOM M Be4epom)
M3MepeHnn. Y NaumeHToB € TUMUYHBIMU PECNUPATOPHbLIMU
CMMNTOMaMu BblSIBieHWE MOBbIWEHHON CpefHEN CyTOYHOM
BapuabenbHocth MCB (> 13% y neten u > 20% y B3pOC/bIX)
noateepxaaeT anarHod bA, a BennM4mMHa OTKIOHEHUI NpAMO
NPOMNoOpLMOHaNbHa TAXECTH TedeHna 60Me3Hn. Pe3ynbraThl
NUKOGNOYMETPHUM CBUAETENLCTBYIOT B MOAb3Y AnarHo3a bA,
ecnu NCB yBennymMBaeTcs nNo KpanHen mepe Ha 15% nocne
WMHransaumMm GpOHXONIMTUKA MAKM MPU NPOBGHOM Ha3HayYeHuu
WK [19]. MHorumu wuccnepoBatensimMyM Oblfla BbiiB/iEHA
KOppenauus Mexay 3HavyeHuamu ytpenHero MNCB n OPB,,
NOAYYEHHOro Npu cnupomeTpun. NMukbIoYMETpUs He MoXKeT
3aMEeHUTb CMMPOMETPUIO, HO HEOLEeHUMA NS eXeAHEBHO-
r0 MOHWTOPUHIa QYHKLWKM NErKMX B AOMALUHWMX YCIOBMAX
npu AnuTeNbHOM HabnaeHun u nedeHun BA. YBennyeHune
cpeaHecyTo4HbIX KonebaHun MNCB Ha = 30% nnu CHUXeHne
MHAMBUAYaNbHOro Nyywero nokasatens Ha = 20% ceuae-
TenbCTBYIOT 06 yXyAlWeHWU KOHTpons BA M MNOBbIWEHHOM
pucke o6ocTpeHus [104, 105].

B HeKoTopbIx paboTax onucbliBaeTcs NpoBeaeHne oCLm-
JIOMETPUM UMMYNbCHOM UK BPOHXOPOHOrpadun naumeHTam
Mnagwe 5 net ¢ nogo3peHneM Ha bA ¢ Lenblo BbiSBAEHKS
GpoHXManbHoM 06¢TpyKLUmMKM [106-109].

PeKkomeHayeTcs paccMoTpeTb BO3MOXKHOCTb onpegene-
Hus ypoBHA FeNO nauneHTam ctaplie 5 net npu nocTaHoOBKe
avarHosa v onpegenexnuna deHotuna BA ans BbigBneHus
NPU3HAKOB 303MHODUNBHOINO BOCMANEHUA [AblXaTeNbHbIX
nyTen, Npv AanbHenwem HabnoAeHWU C YCTaHOBJIEHHbIM
anarHo3omMm — ans oueHkn apodekTuBHocTU UMK, KoHTpons
BA v BbIIBNEeHUS pUCKOB o60CTpeHus [41, 63, 110-112].
YpoBeHb y6eauTenbHoCTH peKomeHgauuin — C (ypoBeHb
AOCTOBEPHOCTH JOKa3aTesIbCTB — 5).

YpoBeHb FENO = 20-25 ppb Hapagy ¢ 303vHobunnen
MOKPOTbI U 303MHODUINEN NepudepudecKon KpoBKU GBNS-
€TCSl XapaKTepHbIM 6MOMapPKEPOM aKTUBHOI0 303UHODUIIb-
HOoro BocnaneHus. MoBbllweHHbIM ypoBeHb FeNO accoum-
MPOBaH C XOPOLWWM M BbICTPbIM oTBeTOM Ha UK. Y peten
[OLWKONbHOrO BO3pacTa € peuuanBUPYIOLLMMKU 3NN304aMU
Kalns 1 CBUCTALLENO AblXaHWS NOBbIWEHHbIM ypoBeHb FENO,
3aPUKCUPOBaHHbIN B CPOKKU 6onee 4 Hefl nocine nepeHeceH-
Hon OPU, MoKeT 6bITb PACCMOTPEH KaK OWH U3 NPeanKTo-
poB pa3BuTusa bA [113].

PekomeHayeTca npoBeAeHWe MNyNbCOKCMMETPUU BCEM
nauneHtTam ¢ bA npu 060CTpeHMM A5 BbIIBNEHUS CTENEHU
OH [22, 114]. YpoBeHb y6eauTe/IbHOCTH PEeKoMeHja-
ymit — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTe/bCTB — 5).

PeKkomeHayeTcs npoBeaeHne peHTreHorpadum nerkmx
WX KOMNbIOTEPHOM TOMOrpadum opraHoB rpyaHoM NonocTm
nauneHTam nNpv NocTaHoOBKe AguarHo3a bA nnm c paHee ycTa-
HOBMIEHHbIM AMarHo3oM BA npu Hann4Mn CUMNTOMOB M/MNK
MapKepoB MHOEKLMOHHOrO BOCNaneHus, HexapaKTepHOn
ons BA aycKynbTaTMBHOW KapTWHbI, TSXENOM TedyeHuu BA,
TOPNUAHOM K TPaAMLMOHHOM Tepanuu, C LeNblo BbisBne-

HUSI COMYTCTBYOWMX 3ab60NeBaHni, BAUSIOLMX HA TeyeHue
M Bbl6op Tepanun BA wuanm ¢ uenblo avddepeHunanbHom
OWArHOCTUKM C APYron NaToNorMen HWMKHWX AblXxaTeNbHbIX
nyten [4, 6, 19, 113, 114]. YpoBeHb y6eauTE/IbHOCTHU
peKkomeHaayni — C (ypoBeHb JOCTOBEPHOCTH AOKa3a-
T€/NbCTB — 5).

PekomeHgyeTcs paccMOTpeTb NpoBefeHne GPOHXOCKO-
MUK NaUMEeHTaM C TAXeNbIM TedeHneM bA, TopnuaHbimM K Tpa-
OWLMOHHON Tepanuu, ¢ LeNblo BbISBAEHUS COMYTCTBYOWMX
3aboneBaHun, ycyryonswouwmnx teyeHue BA, uan ¢ uenblo
andodepeHUnanbHON AMArHOCTUKKM C APYron naTonoruven
HUXHUX AblXxaTenbHblx nyTen [19, 40, 115-117]. YpoBeHb
y6eauTeNnbHOCTH peKomeHgauni — C (ypoBeHb JOCTO-
BEpPHOCTH JOKa3aTe/bCTB — 5).

PekomeHgyeTca npoBeAeHne 330daroractpocKomnuu
nauueHTaMm C yCTaHOBMIEHHbIM paHee AguarHo3om BA npu
Hann4mu Kano6 u cumntomoB [OPB ¢ uenblo BbiBIE-
HUSI COMYTCTBYOWMX 3ab60neBaHni, BAUSIOWMX HA TeyeHue
M BblGOp Tepanun BA, unn ¢ uenoto aguddepeHunanbHom
avarHoctuku [4, 6, 19, 118-123]. YpoBeHb yb6eauTeNb-
HOCTH peKomeHpauni — C (ypoBeHb [OCTOBEPHOCTH
AOKa3are/bCTB — 5).

PeKomeHayeTCA perucrtpaums anekTpoKapaMorpammbl
M pacwundpoBKa, ONUCAHMUE W WMHTEpnpeTauus dNeKTpo-
KapauMorpapuyecKmMx AaHHbIX MauneHTam npu NocTaHOB-
Ke anarHo3a BA 1 c paHee YyCTaHOBMIEHHbIM [AMarHo3om
npu o6ocTpeHnn BA ¢ Uenbio BbISBAEHUS COMYTCTBYIOLLMX
3aboneBaHUi, BAUSIOWMX Ha TedeHre 1 Bbibop Tepanuu bBA,
n npoBeaeHns andpdepeHLmanbHoN AUarHoCTUKKM C Kapano-
natonorunen [4, 6, 19, 22, 124-127]. YpoBeHb y6eautTeb-
HOCTH peKomeHpauni — C (ypoBeHb [OCTOBEPHOCTH
AOKa3are/bCTB — 5).

UHble gnarHocTuyecKkune uccnepoBaHus

MpoBefeHne anneproo6cnefoBaHuss Heo6XoanMMO ANs
NOATBEPIKAEHMA annepruyeckon npupoabl BbA, BbisiBne-
HUS MPUYUHHO-3HAYUMbIX aNNepreHoB C Lenblo BbipaboTKU
peKoMeHauni no obpasdy MKU3HW W MUTAHUIO, a TaKKe
Ona onpeneneHus Lenecoobpa3HocTn nposeaeHns ACUT.
Annepronorvyeckoe o6cnegoBaHMe MOXET MNPOBOAMUTHL-
C MEeTO4OM KOXHOro TecTMpoBaHUsA C HebaKTepuanb-
HbIMW annepreHamu (HaKoXXHble WCCNeAOBaHUS peaKkLmu
Ha annepreHbl) U/Mnun onpegeneHns ypoBHs cneunduryecKkmx
ISE B CbIBOPOTKE KPOBMU (MCCEAOBAHWE YPOBHS aHTUTEN
K aHTUreHam pacTUTENIbHOro, XMBOTHOMO M XMMMWYECKOro
NPOUCXOXKAEHUS B KpPoBM). BoiGop MeTofa annepronoruye-
CKoro ob6cnegoBaHus onpegensietcs LOCTYNHOCTbIO U OCHa-
LEHHOCTbIO aniepronorMyeckoro KabvHeTa u Hanuyinem/
OTCYTCTBMEM MPOTMBOMOKA3aHMIN K MPOBEAEHMIO KOXKHOI0
TecTUpoBaHus.

PekomeHayeTcs NPOBOAWTb KOXHble TeCTbl C annepre-
HaMKW (HaKOXHble MCCNefoBaHUS peakLMK Ha annepreHbl)
nauveHTam crtapwe 5 net npu OTCYTCTBMM MPOTMBOMO-
KadaHUMM K TeCTUPOBAHUIO MpU MEPBUYHOM AMArHOCTUKE
BA 1 B npouecce AMHAMUYECKOro HabMOAeHNUs C Lenblo
noaTBepxaeHus annepruyeckoro deHotuna bA, BbisgBne-
HUS MPUYUHHO-3HAYUMbIX aNNepPreHoB C Lenblo BbipaboTKU
peKoMeHauni no obpasdy MKU3HW W MUTAHUIO, a TaKKe
ONna onpeaeneHus uenecoobpasHocTn npoBeaeHus ACUT
[52, 128-132]. YpoBeHb y6eanTe/IbHOCTU peKoMeHAa-
ymit — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesibCcTB — 5).

KoHble Npo6bl MPOBOAAT B YCNOBUAX anfepronoru-
YecKoro KabuHeTa cneuuanbHO 06y4yeHHas MeauuMHCKas
cecTpa unu Bpay annepronor-ummyHonor. Hanéonee yacto
NPUMEHSIOT prick-TecTbl (TECTbI YKONOM) MKW CKapnbuKaum-
OHHble TecTbl. Pe3ynbraTtbl TECTUPOBAHWSA C anfiepreHamu
COOTHOCHT C pe3ynbTataMu OTpPULATENbHOO U NONOKUTENb-
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KJIMHUYECKUE PEKOMEHAALUUU

HOMO TECT-KOHTPONSA. Pe3ynbTaTbl KOXHbIX NPO6 O4EHb BaX-
Hbl AN AMArHOCTUKKM aTonMYeckux 3aboneBaHui, OAHAKO
OHU He ABASITCA abCOoNOTHBIMK, MMEIKOT NPOTMBOMNOKa3a-
Hus [52]. Ha AOCTOBEPHOCTb pPe3ynbTaToB MOryT BAMATb
paHHWUN OeTCKUK (o 5 net) uan, HaobopoT, NPEKJOHHbIN
(ctapwe 60 neT) Bo3pacT nauuneHTta, npuem clK, aHTuruc-
TaMUHHbIX CPEACTB CUCTEMHOIO AEMCTBUS, MCUXOTPOMHbIX
CPEACTB — CHUXKAKT KOMXHYIO YyBCTBUTENbHOCTb, AEPMO-
rpadunam (TOXXHOMONOKMUTENbHbBIN Pe3ynbTaT), HENPOAOMIKU-
TeNbHbIN MEpPUOA NOCne OCTPOW anlepru4yeckon peakuuu
(noXKHoOTpUUATeNbHbIM pedynbTaT) U ap. MNpu anHamuye-
CKOM HabMloAeHnM B TeYeHne roga BO3MOXHO MOBTOPHOE
npoBeAeHne nUccnefoBaHns Npy NOAO3PEHMUM Ha NosiBAeHUE
HOBOW K/IMHWUYECKU 3HAYNUMOM CEHCUOUTU3aLIUN.

AunarHocTtuka npogeccuoHanbHOH

OpOHXHa/IbHOH acTMbI

[narHocTnyeckoe TecTupoBaHue npodeccroHanbHON
BA pekomeHAyeTcsi NMPOBOAMTL C YYETOM OCHOBHbIX €e
deHoTmnos (MpunoxeHne 12): annepruyeckas bA (oT BO3-
LENCTBUS BbICOKO- MM HU3KOMOJSIEKYNSPHbBIX CEHCUTU3a-
TOPOB) W/WUNKU UppUTaTUBHAA — Heannepruyeckas bBA
(0T BO3AENCTBUS BELWECTB TOKCMYECKOro M pasfparkato-
wero aenctemg) [133, 134].

OuarHocTuky npodeccnoHanbHon BA pekomeHayeTcs
NPOBOAMTb B 3 OCHOBHbIX 3Tana:
e 1-i atan — BepuduKaumsa guarHo3a bA;

° 2-n 3Tan — YyCTaHOBNEHWE MPUYUHHO-CIIEACTBEHHON
CBA3K MEXJy pa3BuTMEM cumnToMoB BA 1 ycnosuamu
TPyAa;

e 3-# 9Ttan — BbiSB/ieHWe crneundnyecKoro areHTta
nnmM Komnnekca ¢GakTopoB pa3BUTMA NpodecCuoHanb-
HoW BA.

«30/10TbIM CTaHAAPTOM» AMArHOCTUKKM MNpodeccruoHab-

HoW BA aBnstoTca:

®  AHKETHbIN CKPUHUHT;

°*  KMMMYHOJIOTMYECKME TECTbI iN Vivo WU in vitro ¢ npeanona-
raemMbliMW MPOMU3BOACTBEHHbLIMW areHTamu;

° MoHuTOpHHT MNCB (MccnegoBaHne HECNPOBOLIMPOBAHHbIX
AblXxaTeNlbHbIX 06bEMOB M MOTOKOB C MCMONb30BaHUEM
nuKkdNoymeTpa) B YCAOBUSAX IKCNOSULUM U SNTUMUHALMK
dpaKTopoB Npon3BoAcTBEHHOM cpeabl [133-137];

° cneunduryecKkut 6POHXONPOBOKALIMOHHBIN TEeCT (Mcchne-
[OBaHWe pAblxaTeNbHblX 06bEMOB C MPUMEHEHUEM
aspo30/ien, MNpPUCYTCTBYOWMX Ha paboyem MecTe)
¢ mMoanbuKauMern IKCNO3ULMM MNPOU3BOACTBEHHBIX
areHToB [133]. CornacHo MexAayHapoAHbIM PYKOBO[-
CcTBaM, pPEKOMeHAyeTcsi NnpoBeAeHue UccnefoBaHus
C OPOHXOKOHCTPUKTOPOM (aLEeTUNXONUHOBLIM/METa-
XO/IMHOBbIN TECT) KaK anbTepHaTuBa TecTy chneuu-
dnyeckom OPOHXOMNPOBOKALMKW, HTO HEBO3MONKHO
B Poccuiickon ®epepauunmn BBUAY TOro, HTO METAX0NUH
He 3aperncTpMpoBaH Ha TEPPUTOPUM CTPaHbI.
PekomeHayetca npoBoauTb MOHUTOPUHI TCB (uccne-

LOBaHWe HEeCMNPOBOLMPOBAHHbLIX AblXxaTelbHbiX 06bEMOB

M NOTOKOB C MCMNONb30BaHUEM MUKONOYMETPaA) B YCIOBUAX

3KCMO3MLMK U ANUMUHALMM GaKTOPOB NPOM3BOACTBEHHOM

cpedbl He MeHee 4 pa3 B TeyeHne paboyen CMeHbl Ha NPoTA-
eHun 3—4 paboymx Heaenb ¢ NOCNeayoWMM CPpaBHEHNEM
nokasaTtefnen B BbIXOAHbIE AHW WM/WAK OTMYCKHOM MNepuoj
nauueHTamMm ¢ NoJO3peHWEM Ha Hanuyme npodpeccuoHanb-

HoW BA C uUenblo AMarHOCTMKKM U MOATBEPKAEHMS AMarHo-

3a [133-137]. YpoBeHb yGeanTe/NIbHOCTH peKoOMeHja-

ymii — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesibcTB — 5).
PekomeHayeTcs NpoBOoAWTb cneumudryecKkuin 6poHXonpo-

BOKaLMOHHbI TeCT (MccnefoBaHue AbixaTeflbHblX 06beMOB

C NPUMEHEHNEM a3po30en, MPUCYTCTBYIOWMX Ha paboyem

mMecTe) ¢ MoguburKaLumen 3KCNO3WLUMKU NPOU3BOACTBEHHbIX
areHToB nauMeHTam C NoJo3peHUEM Ha Hanuyue npodec-
CuoHanbHoOM BA C Lenblo ANMArHOCTUKM W MOATBEPHKAEHUS
nunarHo3sa [133]. YpoBeHb y6eauTe/IbHOCTU PEeKOMeHa-
ymi — C (ypoBeHb JOCTOBEPHOCTH OKa3aTe/bCTB — 5).

TecT pekomMeHAyeTCcs NMPoBOAWTb TOMbKO B crneunanu-
3MPOBAHHbIX LLEHTPax C MCMONb30BaHUEM IKCMO3ULMOH-
HbIX KamMep Mpu OTCYTCTBUM BO3MOXHOCTU MOATBEPAWUTb
anarHosd npodeccuoHanbHon BA apyrumu metogamu.
MccnepoBaHve npoBoAasT B NepBble vacbkl nocne pabo-
4yer CMeHbl U B MepBbIM AeHb Mocne NPOAOKUTENBHOIO
nepepbiBa B paboTe. Pe3ynbraTbl TecTa, Kak npaBwuio,
KOPPENUPYT C A4O30M MHIFanuMpoBaHHbIX BELWEeCTB U yXya-
leHmem TeveHusa bA Ha paboyem mecTe. OTCyTCTBME BPOH-
XWaNbHOW TMNEeppeakTUBHOCTU HE MO3BONSET UCKIIOYUTb
anarHos npodeccuoHanbHon bA. [ns yTOYHEHUs Hanuyus
OpPOHXMANbHOM TMNEPBOCNPUUMHYMBOCTM K NPOodEeCCUOHaNb-
HbIM daKTopaM MoKalaHO NOBTOPHOE MpOBefeHue TecTa
B nepuvogbl anuMUHaUMK areHToB (nocne 7-14-gHEBHOro
nepepbiBa B padote) [133-137].

loaTBep)XaeHNe auarHo3a 6poHXUabHOM acTMbl

Y nL, noanexxawmnx npu3biBy Ha BOEHHYIO CJ1yXK6y

O6cnegoBaHne M ocBMAETENbCTBOBaAHWE NaLMEHTOB
npv NepBoHa4yaNbHOM NOCTAHOBKE Ha BOMHCKWI yYeT, Npu-
3blBE Ha BOEHHYIO CNYX0Y (BOEHHbIE C60PbI), MOCTYMJIEHUHN
Ha BOEHHYI CNYX6y NO KOHTPaKTy U B BOEHHO-y4yeb-
Hble 3aBeAeHMUs, a TaKXe Yy BOEHHOCHyXallux, Npoxo-
AALWMX BOEHHYIO CNyX6y MO MPU3bIBY WKW MO KOHTPaKTY,
Ha npegMeT BbIIBAEHUS OrpaHUYeHUM K MPOXOXKAEHMIO
BOEHHOM CNyX6bl pernameHTMpoBaHo [locTaHOBNEHWEM
MpaButenbctBa Poccuinckon Pepepauun ot 04 wuiongd
2013 r. N2 565 (pea. ot 23 HoA6ps 2023 1.) «06 yTBEpPKAE-
HUK TON0XKEHNS O BOEHHO-BPaye6bHOM 3KCNepTn3e», B TOM
yucne otHocuTenbHo BA (Tabn. 6).

OcHoBoMnonarawwmMmn aBASIOTCA C60p U aHanuM3 mMeau-
LIMHCKOW AOKYMeHTauuKn, cb6op xanob n aHamHesa, NpoBe-
[eHne CnMpomMeTpun (MccnegoBaHne HeCnpoBOLMPOBAHHbIX
[blXxaTefibHbIX 06bEMOB 1 NOTOKOB), 6POHX0AMNATALMOHHOIO
Tecta M npu Heob6xoAMMOCTU — OGPOHXOKOHCTPUKTOPHOIO
TecTa ¢ dM3nyecKon Harpyskomn. Cneayet yunuTbiBaTb GU3MO0-
Nornyeckne ocob6eHHOCTH TeyeHus BA n 4acTylo CnoHTaH-
Hyl0O pemuccuio B nybepTaTHOM Mepuoae, acCouMMpoBaH-
Hyl0 C HOpPManbHbIMM MNOKazaTeNsiMW MpW MCcneaoBaHMK
®B/Jl. HopmanbHble McxoaHble nokasatenu OB/, oTpuua-
TeNbHble GPOHXONUTUYECKME W OPOHXOKOHCTPUKTOPHbIE
TeCTbl NPU HaNUYUU MELULIMHCKON AOKYMEHTauUun O paHee
yCTaHOB/NEHHOM AuarHo3e BA He §BASAOTCA OCHOBaHWEM
ONS CHATUA AnarHo3a bBA.

OcBuaeTenbCTBOBaHME MNpPU BNEpPBble BbIIBAEHHbIX
npu3Hakax BA NpoBOAMTCSA TONBKO nocne o6cnefoBaHus
B CTaLMOHapHbIX ycnosuax. Mpu Hannumm BA, noaTBep-
LEHHON MEAMLMHCKMMWU JOKYMEHTaMM O fie4eHUU B CTa-
LMOHapPHbIX YCNOBMAX M OOpalleHUax 3a MeAULIMHCKOM
NOMOLLbIO, 3aK/I0YEHUE O KAaTeropumn roqHOCTU K BOEHHOMN
cnyx6e rpaxjaH, ocBuaetenbcTtByeMblx no rpadam |, I, 1l
pacnucaHua 601e3HeN (3a UCKIIOYEHMEM BOEHHOCNYXKa-
WMX, NPOXOASALLMX BOEHHYIO CNYK6Y MO Mpu3biBY), MOXET
OblTb BblHECEHO 6€3 06cnefoBaHMa B CTaLMOHApPHbIX
ycnosusx. Mpu oTCyTCTBUM AOKYMEHTaNbHOro NOATBEPIK-
[eHUa aHamHe3a 3aboseBaHUs BepUPULUPYIOLLUMHU
TecTaMu anarHosa BbA npu CTOMKOW peMUCCUKU SBASAIOTCA
dapmakonormyeckme n/mnn Gusnyeckme OGPOHXOMNPOBO-
KauMOHHble TecTbl (MccnegoBaHue gblxaTeNbHbIX 06beEMOB
C MPUMEHEHMEM NIEKapCTBEHHbIX NpenapaToB U 1Uccneno-
BaHWe AbIxaTebHblX 06bEMOB NpU NpoBoKauun Gusnde-
CKOW HarpysKow).



Ta6nuua 6. Kateropmm rogHOCTM K BOEHHOW cny»K6e y NnauneHToB, CTpajatoLimx 6poHXnanbHoOM acTMomn
Table 6. Categories of military service eligibility for patients with asthma

CtaTbs pacnucaHus

HaunmeHoBaHue GonesHew,

Kareropus rogHoCcTH
K BOEHHOM cnyx6e

G6one3Hew cTeneHb HapyleHUs GyHKUMK
Irpada Il rpada Il rpada
BpoHxuanbHas actma:
a) TsKenomn cteneHu il il
52 6) cpefaHeWn CTeneHun TIKeCcTH B B b (B — MHA)

B) /JIEFKOM CTEMNEHMU, a TaKKe npu oTCyTCTBUU CUMMNTOMOB
B TedyeHue 5 et 1 6onee Npu coxpaHstolencs B B b
M3MEHEeHHON peaKTUBHOCTU BPOHXOB

lMpumeyaHue: | rpada — rpaxaaHe nNpu nepBoHavyaibHONW NOCTaHOBKE Ha BOMHCKUI y4eT, NpU3biBe Ha BOEHHYIO Cyx6y u ap.; Il rpada —
BOEHHOCNYXalUKe, He UMeloLLMe BOUHCKOTO 3BaHus oduLepa, MPOXOASLLME UK NPOLUEeLLIME BOEHHYIO CNTYXKOY Mo Npu3biBy, 1 4p.; lll rpada —
rpaxkjaHe, NPOXOAsLLME UK NPOLLELINE BOEHHYIO CYGY MO KOHTPaKTY, oduLiepbl 3anaca (nogpobHee faHHble KaTeropuu cM. MonoxeHve
0 BOEHHO-BpayebHow cnyx6be). Kateropmn roqHoOCT K BOEHHOM cnyx6e: b — roaeH K BOEHHON Cly6e ¢ He3Ha4yuTelbHbIMU OrPaHnYeHuns-
MU; B — orpaHn4eHHO roaeH K BOeHHOM cnyx6e; [l — He roAeH K BOEHHOM ciyxo6e.

Note. Column | — citizens upon initial military registration, conscription, etc.; Column Il — military personnel who do not have the military
rank of an officer, undergoing or having completed military service on conscription, etc.; Column Ill — citizens undergoing or having
completed military service under contract, reserve officers (for more information, see these categories Regulations on military medical
service). Categories of military service eligibility: b — eligible for military service with minor restrictions; B — limited eligibility for military

service; [ — ineligible for military service.

AunddepeHynanbHaa guarHocTuka

GPOHXHA/IbHOW acTMbl

OunddepeHumanbHylo agMarHocTnky BA y neten mnaglwe
5 net peKoMeHAOBaHO NPOBOAMTL CO chegylolmmu 3abo-
NeBaHUAMU: peunamBupylolne pecnmpaTtopHble MHPEKLUK,
[OPB, KoKnw, acnupauns MHOPOAHOro Tena, NepcucTu-
pyloLWmin 6aKTepuanbHbii GPOHXUT, BPOXAEHHbIE CTPYKTYpP-
Hble aHOManuu (Hanpumep, Tpaxeomansauus, BPOXAeHHas
OpOHXOreHHas KucTta), TybepKynes, KUCTO3HbIM Gubpos,
BPOX/EHHble NMOPOKK cepaua, nepBuyHasa LunnapHas auc-
KWHEe3Wns, COCyAUCTOEe KOnbLo, 6poHXoNeroyHas gucnnasus,
nepBUYHbIN UMMYHOAEDULNT, NnapuHreanbHas AUCPYHKLMUS.
Y peten cTaplwe 6 NeT, KpoOMe BblleyKa3aHHbIX, TaKxe
npoBoasAT avddepeHUnanbHylo AUarHOCTUKY C MHAYLMPO-
BaAHHOM NapuHreanbHON 06CTPYKLMEN, rMNepBEHTUAALMEN,
ONCOYHKLMOHANbHBIM AblXxaHueMm, geduumtom anbda-1-aHTu-
TpuncuHa, 3MA. Y nuy ctaple 18 net, KpoMe BbllleyKasaH-
HbIX, — ¢ XOBJ1, runepao3vHoduIbHbIM cuHAPOMOM, ABJIA,
TPOM603MBONMEN NEero4HON apTepun, cepaevyHon HegocTa-
TOYHOCTbIO, MHTEPCTULMANBbHBIMU 3a60MEBaHUSAMU NIETKUX,
LleHTpaNbHOW OBCTPYKUMEN [AblXaTefbHblX MyTeW, Kaliew,
CBSI3@aHHbIM C MPUEMOM NeKapcTB (Hanpumep, UHIMGUTOPOB
aHrMoTEeH3MHNpeBpaLLatolwero pepmenTa). TuNMYHble NpPo-
ABJIEHUS HEKOTOPbIX MNaTONOrMYECKUX NPOLLECCOB, C KOTOPbI-
MU cnefyeT NpoBoAuTb AnddepeHLmanbHylo AUarHOCTUKY,
npeacTaBneHbl B MNpunoxenuax 13, 14.

JIEMEHME

OCHOBHOW Lienblo COBPEMEHHOW Tepanun BA gBnsioTca
[LOCTUXKEHME U MOAAEPKAHUE KOHTPONS Haj cumntomamu BA
B TeYyeHuWe [LAWUTENbHOMO0 BPEMEHW U MMHUMWU3ALMUS PUCKOB
OyayLmx o6octpeHnt bA, dUKcMpoBaHHON 0BCTPYKLIMK U HEXKE-
natenbHbIX NO60YHbIX 3GPEKTOB OT MPOBOANUMON TEpanuu.

MeaukameHTO3Hasa Tepanua 6POHXUaIbHOW acTMbI

JledeHne cTabUAbHON GPOHXMUANIbHOM aCTMbI

Mpn nevyeHnn BA peKoMeHAyeTcsi MCnonb30BaTb CTY-
neH4YaTbl NMOAXOA, KOPPEKTUpys 06beM Tepanuu B 3aBu-
CMMOCTH OT YPOBHSA KOHTPOASA U Hanmyua GaKTopoB puUcKa
o6ocTpeHun (puc. 1-3, Tabn. 7, 8).

Kaxpas cTyneHb BKAOYaeT BapuaHTbl Tepanuu, KOTo-
pble MOTYT CNYXWUTb anbTepHaTMBaMuK Npu BoiGope noaaep-
uBatolwen Tepanuu bA, XOTS 1 He 9BASIOTCH OAMHAKOBbIMU

no addeKTUBHOCTH (CM. puc. 1-3). [epBOHaYasbHbI BbI6GOP
CTYNEHU Tepanuu 3aBUCUT OT BbIPAXXEHHOCTU KIMHUYECKUX
nposBneHnn bA n Hanuumsa GaKTOpOB pUCKa OBOCTPEHUN
3a6o0/ieBaHud (CM. Tabn. 7, 8).

MNpepnaraetcsa ABe cxeMbl Bbi6opa NpenapaToB A KOH-
TponupyoLLen (6a3nMcHON) U CUMNTOMaTUHECKON (ANSA Kynu-
poBaHus cumMnToMoB) Tepanuu. lepBas cxema ABnseTcs
npeanoyTUTENLHOM (CM. puc. 1-3).

YBenunyeHune o6bema Tepanuu (lwar BBepX, COrNacHo CTy-
neHyaToMy noaxoay K Jie4eHu o) cnegyeTr NpoBOAUTb, EC/u
BA ocTaeTcsi HEKOHTPONMPYEMOMW, HECMOTPS Ha XOPOLYHO
NPUBEPIKEHHOCTb NEYEHMIO U MPABUIIbHYIO TEXHUKY MCMNOJb-
30BaHMA MHranatopa. lpexae 4em nepecmoTperb 06bem
neyeHuns, Heo6xoaMMo ybeanTbCs, YTO NaLUUeHT BbINMONHAET
BCE peKOMeHAaumMu, He AonycKaeT OWMOOK Mpu UCNoNb30-
BaHMM YCTPOMCTBA [OOCTaBKW SIeKapCTBEHHOrO CPeAcTBa,
CUMMTOMbI MaUWeHTa Bbi3BaHbl UMEHHO BA, oTcyTcTBylOT
BO3JENCTBME MPUYMHHO-3HAYMMOro ansepreHa u daxktop
MYNbTUMOPOUAHOCTM.

CHMKeHMe obbema Tepanum NoKa3aHo Npu AOCTUKEHUN
W COXPaHEHUM CTABUIbHOINO KOHTpPOAA = 3 MeC U OTCyT-
CcTBMM GAKTOPOB PUCKaA C Lefblo YCTAaHOBAEHUSA MUHUMaIb-
HOro o6bbema Tepanuu M HaMMEHbLUMX A03 MNpenapartos,
[0CTaTOYHbIX AN MoAgfaepXaHus KOHTpons. MNpu npuHATAK
peleHns, Kakon npenapaTt CHWXaTb MePBbIM M C KaKoW
CKOPOCTbIO, PEKOMEHAYETCH MPUHATL BO BHUMaAHUE TAXECTb
BA, no6o4Hble 3P eKTbl NeYeHns, MPOLOMKUTENbHOCTb NPK-
emMa TeKyllen A03bl, JOCTUTHYTbIN NMONOXUTENbHbIN 3DdEeKT
W npeanoyvTeHns nauuneHta. CHuxeHne ao3bl UMK gomxHo
OblTb MeANIEHHbBIM B CBA3M C BO3MOXHOCTbIO pa3BuTUs 060-
cTpenums. MNpu 4OCTAaTOYHOM KOHTPOJIE BOSMOXHO CHUMXKEHME
[103bl Kaxkable 3 Mec npuMepHo Ha 25-50%.

K ¢daKkTtopam pucka 060CTpeHMH MNocne yMeHblUeHUs
obbeMa Tepanuu OTHOCAT Hannyme Oo6OCTPEHWH B aHaM-
He3e W/wau rocnuTanndauuin no nosody o6ocTpeHus BA
B TeyeHue npeabiaywmx 12 Mec, HU3KUMN UCXOAHbIA Yypo-
BEHb Ot:I:'B1 [138-144]. bpoHxnanbHas rmneppeakTUBHOCTb
M 303MHOPUINSA B MOKPOTE TaKXKe ABNSIOTCA NPeanKTOpamu
BO3MOXHOW NOTEPU KOHTPONS Haa BA npu CHUMKEHWUM O03bI
noaaepxuBatowero neveHus [145].

MnaH gencTBUiM No yMeHbleHMIO 06bemMa Tepanum — CHU-
EHWIO CTYMEHW NeYeHU — y B3POC/IbIX M MOAPOCTKOB C XOPO-
Lo KoHTponmpyemon BA npeactasneH B Npunoxenunn 15.
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Ta6nuua 7. CtapToBas Tepanua 6poHXManbHOM acTMbl (B3poc/ble U eTu cTapwe 12 net)
Table 7. Initial therapy of spasmodic asthma (adults and children over 12 years of age)

KnuHuyeckune npossnenus bA

lNMpeanoyTuTenbHaa crapToBas Tepanusa

AnbTepHaTUBHas cTapToBas Tepanus

HevacTble cumntombl BA, Hanpumep pexe

2 pa3 B mecsl, 1 oTcyTcTBUE GaKTOpoB
pucKa 060CTPEHU, BKAOYasA OTCYTCTBUE
060CTpeHn B TeyeHure npeabiayimx 12 mec

Huskue po3bl UMK + dopmoTepon
no NOTpebHOCTH

Huskune po3bl UMK Kaxkabiii pas npm
npumeHeHnn KABA (KOMGUHUPOBAHHbIN
npenapaT uin UCnonb3oBaHKe ABYX
MHIanaTopoB Noo4YyepenHo)

Cumntombl BA nnan notpe6bHOCTb

B IeKapCTBEHHOM npenapare

ons o6neryeHns CMMNTOMOB 2 pa3a B MecsL,
nnn yaue

Hu3skue posbl UMK + dopmoTepon
no noTpe6bHOCTH

Hun3kue go3sbl UMK exxeagHeBHO +
no notpe6HocTn KABA. YTO4HUTL
y nauneHTa NpUBEPIKEHHOCTb

exxegHeBHOMY npumeHenuto UK

CumnToMbl BA HECKONbKO AHEN B

Hefento (Hanpumep, 4—5 aHeNn B Hefento)
nnu npobyxaeHne n3-3a bA 1 pa3 B Hegento
WK Yalle, B 0CO6EHHOCTU MPU HaNnyum
GaKTopoB pUCKa

BbasucHas Tepanunsa HU3KMMK AO03aMu
UK + dopmoTtepon n UMK + dopmoTtepon
no noTpe6HOoCTH

Huskue posbl UMK + AJBA (6a3ucHas
Tepanus) 1 no notpe6HocTn KABA
nnn UTK + KABA

nwin

CpeaHue gosbl UTK 1 no notpe6HOCTH
KAOBA vnv UTK + KABA

[e6loT THXKeNon HEKOHTPOIMPpyEMOK
BA nnun Hannyme TAKeNoro 060CTpeHus
3aboneBaHus

basucHas Tepanva cpeaHnmun go3ammu
UK + dopmoTtepon n UMK + dopmoTtepon
no notpe6bHocTH. [pn HE0BXO0AUMMOCTN —
KOPOTKUM Kypc clK

CpeaHue unu Bbicokme fo3bl UMK + A4BA
(6a3ncHas Tepanus) n no noTpebHOCTH
KAOBA vnn UTK + KOABA

nam

CpeaHue unu Bbicokme 1o3bl UMK +
OOBA + JOAX (6a3ucHas Tepanus)

1 no notpe6Hoctn KOABA nnu UTK + KABA
nam

Bbicokune go3bl UMK + no notpe6HocTH
KOBA

lMpumeyaHne. BA — 6poHxnanbHas actMa; UMK — uHransauuoHHble ratoKoKopTukonabl; KABA — KopoTKoaencTBylowme B2-aroHUCTb;
O0BA — pnutenbHoaencTBylowme B2-aronncTsl; AOAX — ANUTENbHOLENCTBYIOWME aHTUXONUHEPrUYecKue npenapatbl; CFK — cucTeMHble

TIIOKOKOPTUKOUbI.

Note. SA (bA) — spasmodic asthma; IGC (MI'K) — inhaled glucocorticoids; SABA (KOBA) — short-acting beta2-agonists; LAAC (4 4AX) — long-

acting anticholinergic drugs; sGC (cl'K) — systemic glucocorticoids.

Jetam mnaguwe 5 net pekoMeHayeTcs B KayecTBe cTap-
TOBOW Tepanuu BbliGpaTb HU3KMe ao3bl UMK ([Mpunoxe-
HMe 18) B couyeTaHMM C npenapatamum no TpeboBaHMIO
(KOBA) nnsa obnervyenunsa cumntomoB BA [19]. Hu3Kkune no3sbl
UK o6ecneymBatoT XOPOLLMM KIMHUYECKUN 3PDEKT y 60/b-
LUMHCTBA AEeTeN, B TO BPEMS KaK BbICOKME CBS3aHbl C NOBbI-
LUEHHBIM PUCKOM Pa3BWUTUS MECTHbIX MU CUCTEMHbIX MNOGOY-
HbIX 90 bEKTOB.

PekomeHayeTcs paccMOTpeTb Ha3Ha4YeHne KOMOWHUPO-
BaHHOro GpPOHXOAMNATUPYIOWEro CpeacTBa (CeNEeKTUBHOMO
B2-agpeHomumetuka u UIMK) 6ypeconma + dopmoTepon
nauueHTam c nerkomn bBA ctapuwe 12 neT B pexume npume-
HEHUSI MO NOTPEBHOCTU ANF CHATUS CUMNTOMOB M MPUCTYNOB
yayWwbs C LUeNbo peannsaumm 6biCTPOro 6POHX0NNTUHECKO-
ro ¥ npotmBoBOCnanuTenbHoro gencreusa [19, 146-151].
YpoBeHb yoeanUTeIbHOCTH peKoMeHaaunn — A (YypoBeHb
AOCTOBEPHOCTH JOKa3arTe/IbCTB — 2).

[aHHbIA peXunM Tepanuu SBASeTCs NpPeanoyTUTENbHbIM
ONns nauueHToB ¢ nerkon BA ctapuwe 12 net (Mnu cTapue
18 net ¢ y4eToM BO3PACTHbIX OrpaHUYeHU MO onpeneneH-
HbIM KOMOGUHaLMAM) Ha 1-2-¢ cTyneHun Tepanuu. HazHavyeHune
HU3KMX 0o3 UK B KavyecTBe NpOTMBOBOCMAIUTENBHOW Tepa-
nuM BMECTE C npenapatom, obneryarumnm cumnTomsl (Gop-
MoTtepon unn KABA), 3Ha4MMO CHWMXKaET PUCK TSKenblx 060-
CTPEHNIN 3ab60neBaHns B CpaBHEHUN ¢ MOHOTepanuen KABA
no notpe6HocTH [146, 150]. loMMMO NMPUMEHEHUSA ONS CHS-
TMS CUMNTOMOB, BO3MOXHO MpeaynpeanTesibHoe NpUMeHeHe
nepen GM3NYECKON Harpy3Kom Uan niaaHMpyeMbIM KOHTAKTOM
C NMPWYUHHO-3HAYUMbIMK annepreHamu.

Mpu npuMeHeHUn 6ygecoHnaa + ¢opmoTepon B 4O3UPO-
BaHHOM MOpPOLKOBOM MHranatope 160/4,5 MKr B3pOC/bIM
M noapocTKkam oT 12 net no 1-2 uHransiumMm no notpebHo-
CTU PEKOMEHAYETCH He MpeBbilaTb 6 MHransuu B CYTKM

(MakcumanbHasg go3a no noTpebHocTM — 12 MuHransauum

B CyTKM). Cneayet obpallaTtb BHMMaHWE, YTO HE BCE WUHra-

NATOPbI, 3apPErncTpnupoBaHHbIE Ha TeppuTopun PoccuincKkom

degepaummn 1 cogepKalime JaHHY0 GUKCUPOBAHHYIO KOM-

6MHALMIO, UMEIOT B MHCTPYKL MU YKa3aHWe Ha BO3MOXKHOCTb

NMPUMEHEHUS B pPEeXMME Mo NOoTpebHOCTU AN CTapTOBOM

Tepanuu BA.

PeKomeHayeTcs pacCMOTPETb Ha3HaAYeHWE CENEKTUB-
Horo B2-appeHomumeTnka (KABA) COBMECTHO C HU3KUMU
fozammn UMK nocnegoBatenbHO M3 ABYX OTAENbHbIX WMHra-
NGTOPOB NauuneHTam ¢ nerkor bA ot 6 go 11 net n B Kave-
CTBE anbTepHATUBHOW Tepanuu nauuveHTam ctapwe 12 nert
no NoTPe6HOCTU AN1F CHATUS CUMITOMOB M MPUCTYMOB YAYyLIbS
C LeNblo peanu3aumnmn 6bICTPOro 6POHXOIMTUHECKOIO U MPO-
TMBOBOCMNaNUTENbHOro aencreus [147, 148, 152]. YpoBeHb
yb6eauTeNnbHOCTH peKomeHaaunin — C (ypoBeHb JOCTO-
BEPHOCTH JOKa3aTe/lbCTB — 5).

Ha 1-2-i ctyneHnn npu nerkon BA moHoTepanus KOBA
B pexume no notpebHoCcTM 6osiee He peKomeHayeTcs
[19, 153]. Ype3mepHoe ucnonb3oBaHne KABA saBnaetcs
Hebe3onacHbIM: Bblgavya = 3 uHranatopos KBA B rog yse-
NIMYNBAET PUCK 060CTpeHUN BA, npumeHeHne = 12 nHrans-
TopoB KABA B roa cBA3aHO C NOBbIWEHHbIM PUCKOM CMEPTH
no npuynHe bBA [19, 147, 148, 153-157]. Ana geten BO3-
MOXHO ucnonb3oBaHne AN yepes crnencep unm npumeHe-
HWe npenapaToB Yepe3 Hebynanaep.
|. B KauyecTBe cefleKTMBHOro P2-agpeHOMUMETUKa BO3-

MOYHO MPUMEHNATb, Hanpumep:

* canbbyTamon B AO3MPOBAHHOM a3p030/1IbHOM WHransTo-
pe aetam ¢ 2 net n B3pocabim 100-200 MKr no notpe6-
HOCTU (MaKcumanbHasa fosa — 800 MKr/cyT), B BuAe
pacTBopa Ans UHranauumn ¢ Bo3pacta 18 mec no 2,5-5 mr
Ha MHranaumio (MakcumanbHasa cytodHasa gosa — 20 wmr);
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 8. CtapTtoBas Tepanua 6poHXManbHOM acTMbl (AeTu oT 6 go 11 ner)
Table 8. Initial therapy for spasmodic asthma (children aged 6 to 11)

KnuHuyeckune nposisneHns bA

CrapToBas Tepanus

HeuacTble cumnTombl BA (Hanpumep, pexe
2 pa3 B Mecsil) 1 oTcyTCTBUE HaKTOPOB
pUCKa 060CTpEHMN

Huakune posbl UMK Kaxkabivi pas npu npumeHennn KABA (vcnonb3oBaHue aByx
MHranaTopoB NOOYEpPeaHO)

unn

baswucHas Tepanua HU3kumu go3amu UMK + KABA no notpe6GHoCcTH

Cumntombl BA nnn noTpe6bHOCTb

B NPYMEHeHUn npenapara A5 obneryeHums
CMMMNTOMOB 2 pa3a B MecsL, Uu yalle,

HO He eXeHeBHO

baswucHas Tepanua Hu3kumu go3amm UMK + KABA no notpe6HoCTH

nam

ExxegHeBHO AJITP nnu Hn3kune aosbl UK Kaxabivi pas npu npumeHeHnn KABA
(Mcnonb3oBaHuWe ABYX MHraNaTopoB NooYepeHo)

CumnToMbl BA HECKONBKO IHEN B Heaento
(Hanpumep, 4—5 fHen B Heaento)

nnu npobyxaeHne n3-3a bA 1 pas B Hegento
MK Yalle, B 0OCOGEHHOCTU NPU Hann4um
daKTopoB pUCKa

Huskne po3bl UMK + AABA + KABA no notpe6HoCcTH

unan

CpegHue no3bl UTK + KABA no notpe6HocTH

unan

6a3ncHasn Tepanus o4eHb HU3KUMK go3amu UMK + dopmotepon natoc UMK +

nin

dopmoTepon no notpe6HocTnt

6a3ncHasn Tepanus HU3kumu fosamm UK + AJITP n KABA no notpe6HocTH

[e610T TAKeNnon HEKOHTPONMpyemMon
BA nnu Hannuune TaxKenoro 060CTpeHUs nan
3a6o0neBaHus
unan

nin

no NoTpebHoCTH

BbaswucHas Tepanusa cpeaHumu gosamu UMK + 446A v KABA no notpe6HocTH

BasucHas Tepanus HU3KumK go3amu? UMK + dopmotepon nntoc UMK + dopmoTepon
no notpe6HocTnt

BasucHas Tepanus cpegHumMu go3amm2 UMK + AJTTP u KABA no notpe6HocTH
BasucHas Tepanus cpegHuMm aosamn2 UMK + Tmotponus 6pomua v KABA

B0o3MOXHO paccMoTpeTb KOPOTKU Kypc clK

lpumeyaHne. BA — 6poHxnanbHas actMa; MK — WHransauMoHHble rnoKoKopTukonabl; KABA — KOpoTKoAeNCTBYlOWME B2-aroHUCTbI;
ANITP — aHTaroHUCTbl NeNKOTPUEHOBBIX peLenTopoB; ABA — anutenbHogencTBylowme B2-aroHncTbl; cMK — cucTeMHbIe rIOKOKOPTUKO-
nabl. <> — B Poccuiickoit deaepaLmn pexum eanHoro MHranstopa ogo6peH ansa geten ¢ 12 net; <2> — Ta6ANLLbI C HU3KUMU, CPEAHUMM U1
BbICOKMMM fo3amun UK ans aetei, noagpoCTKOB 1 B3POC/bIX CM. B [punoxexuax 16, 17.

Note. SA (BA) — spasmodic asthma; IGC (UI'K) — inhaled glucocorticoids; SABA (KABA) — short-acting beta2-agonists; LTRA (AJITP) —
leukotriene receptor antagonist; LABA (116A) — long-acting beta2-agonists; sGC (cF'K) — systemic glucocorticoids. <!> — In the Russian
Federation, the single inhaler regimen is approved for children aged 12 and older; <2> — Tables with low, medium, and high doses of IGC for
children, adolescents, and adults are available in Appendices 16 and 17.

° neBocanbbytamon B [J0O3MPOBAHHOM a3pPO30/bHOM
WMHranaTope aetaMm oT 4 net u B3pocabiM 45-90 MKr
no NoTpebHOCTH (MaKcuManbHasa gosa — 540 MKr/cyT);

* (deHOoTepPos B JO3MPOBAHHOM a3p030/1IbHOM MHranaTope
netam ¢ 4 net 100 MKr no 1 uHranauumu (npu OTcyT-
cBun addeKTa nauumeHTy crnefyer He3ameaNuTeNbHO
o6bpaTUTbCs 3a MeAMLMHCKOW MOMOLLbID), B3POC/bIM
no 100-200 MKr no 1-2 uHransumun no notpebHoCcTH
(MakcumanbHas fos3a Mo noTtpebHocTh — 8 HHrans-
MR B CYTKMK);

°* KOMOMHWPOBAHHLIM NpenapaT unpaTponus 6pomMug +
deHoTepon pactBop Ana uHranguumn 0,25 mr + 0,5 mr/mn
C nomolbio Hebynansepa MAn B JO3UPOBAHHOM asapo-
30/1bHOM MHrangatope 20 MKr + 50 MKr co crnencepom
(mMauymeHTam cTaplue 6 n1eT — CorfiacHO UHCTPYKLUK).

II. B KayecTtBe UK BO3MOXXHO NMPUMEHATb, Hanpumenp:

° (GeK/oMeTa3oH B 4O3MPOBAHHOM a3p030/1bHOM WMHrans-
Tope getam 6-12 net 100 MKr n getam ctapue 12 net
n B3pocnbiM 100-200 MKr nocne uHranaunn KABA;

° 0OygecoHMA B AO3MPOBAHHOM MOPOLIKOBOM MHranstope
netam ot 6 net 100 mMKr 1 B3pocnbim 200 MKr, uiu B Buie
CYCMNEeH3UN ANS UHransaumm geTsam ot 6 mec (A03MPOBKHM
COrNacHO MHCTPYKLMK) U B3POCAbIM C MOMOLbIO Heby-
Nansepa, uan pacteopa Ang uHranaumm aetam ¢ 16 net
M B3pPOC/bIM C Nomoulbio Hebynansepa 250 MKr nocne
nHranaumn KABA;

° GNyTMKa30H B JO3MPOBAHHOM a3pO030/IbHOM WHrans-
Tope getam oT 6 net 50-125 MKr v B3pocC/biM —
125-250 MKr nocne nHranaunm KIBA;

® LMK/IEecoHW[ B AO3MPOBAHHOM NOPOLIKOBOM MHranstope
netsam ot 12 net u B3pocsabiM 160 MKr nocne wvHrans-
unn KABA.

PekomeHayeTca paccMOTpeTb BO3MOMXHOCTb Ha3Hauve-
HUA UMK B HU3KOM J03€ B eXeHEBHOM peXxuMme C UCMoSb-
30BaHUEM CcefleKTUBHOro P2-agpeHomumeTnka (KABA)
no NoTpebHOCTU AeTAM B Bo3pacTe OT 6 A0 11 neT ¢ nerkon
BA (cMuMnTOMbI He Yalle 2 pas3 B MecsL,) U Hann4ymem GakTo-
pPOB pUCKa 060CTPEHUS B KaYecTBe anbTepHAaTUBHOrO Moj-
xofa K nedvenuio [19, 148, 157-161]. YpoBeHb yoeauTeNb-
HOCTU peKomeHpauun — B (ypoBeHb JOCTOBEPHOCTH
AloKa3are/bCcTB — 3).

CnenyeT yuuTbiBaTb BEPOATHOCTb HU3KOM MPUBEPKEH-
HOCTHK NleYeHuto y aeten ¢ nerkon bBA npu gaHHOM nogxoae
(HEBbINONHEHWE PEKOMEHdaLMi O eXXeJHEBHOM MPUMEHEHWM
UK u, Kak cneacTeue, pucK ucnosb3oBaHms KBA 6e3 ogHO-
BpeMeHHoro npumeHeHuns ¢ UMK). Huxke npmvBeaeHsl npena-
paTbl, KOTOPble MOTyT GblTb PEKOMEHAOBAHbI K Ha3HAYeHU0
Ha 2-1 CTyneHu Tepanuu, n ux NpubnnanTenbHble 403bl (Noa-
po6Hee o Bbi6ope 03 UTK cm. Mpunoxkenns 16, 17).

Hanpumep:

° 6GeK/loMeTa30H B [J03MPOBAHHOM a3p030/1bHOM WUHrans-
Tope aetam oT 4 go 12 net 100 MKr 1-2 pasa B [eHb;

e 6yaecoHua B BUAE CYCMNEH3WW AN WHransuum A103uMpo-
BaHHOM C NOMOLLbIO HEBYyNan3epa ageTam oT 6 Mec (403u-
POBKW COrNacHO MHCTPYKLMK) UM pacTBOpa ANS UHrans-
UM getam ot 16 net 250 MKr 1-2 pasa B AeHb;

e 6yaecoHna B AO3MPOBAHHOM MOPOLIKOBOM MHranstope
netsam oT 6 net 100 MKr 1-2 pa3a B [ieHb;



°  (NyTMKa30H B 4O3MPOBAHHOM a3pOo30/IbHOM MHIransTo-
pe netam oT 4 net 50 MKr 1-2 pa3a B AeHb.
PekomeHayeTcs Ha3HavyeHWe CeNeKTUBHOro B2-agpeHo-

MumeTunka (KABA) unmn B coyeTaHum ¢ M-X0IMHOGIOKaTOPOM

AeTaM mnagwe 5 neT ¢ ycTaHOBMEHHbIM AnarHo3om bA ner-

KON CTENEHU TAKECTU (CMMNTOMbI He Yalle 2 pa3 B MecsiL,)

no NoTPe6bHOCTU B CNyvyae HeYyacTbIX ANM3040B CBUCTALENO

AblXaHus, B TOM Yyucne Ha GoHe pecnupaTopHbIX MHOEKLMI,

€CN1 B NPOMEXKYTKax Mexay annu3ogamu xanobbl OTCyTCTBY-

10T WM HOCAT eAuHUYHbIN XapakTep [19, 38, 84, 85, 127].

YpoBeHb y6eanuTenbHOCTH peKomeHgauuin — C (ypoBeHb

AOCTOBEPHOCTH JOKa3aTesIbCTB — 5).

Ha 1- cTyneHu Tepanuu cnegyet npuaepxmnBaTbes cTpa-
Termm HasHavenuns KABA ¢ UMK ana ucknio4YeHus na3bbiToy-
HOro npumeHeHns KABA 1 HEKOHTPOAMPYEMOro TeveHus BA.

MNMoTpebHocTb B KABA ana o6neryeHns cuMntoMoB 6oee
2 pas3 B HeAento B TeyeHne Mecsila yKasbliBaeT Ha Heo6Xo-
AMMOCTb NepecMoTpa evyeHnss n nepexofa K HazHavyeHuio
HU3KKX 003 UK B KayecTBe exxegHEBHOM NPOTUBOBOCNANM-
Te/IbHOW 6a3MCHOM Tepanuu.

[Ons geten faHHOW BO3pacTHOM KaTeropuu npu Bblbope
cpeacTBa LOCTaBKM cnefyeT PyKOBOACTBOBATbCH AOCTYM-
HOCTbIO, MPeAnoYTEHNEM poauTeNen U BO3MOMKHOCTAMM
nauueHTta (B Tom yncne ans KABA — cnewcep nM60 Heby-
nlansep ¢ MacKomn UanM MyHALTYKOM).

He pekomeHgoBaHO feTaM mnagwe 5 net ans Kynupo-
BaHWS CUMMNTOMOB Ha3HayeHWe afpeHeprnyecknx cpeacTs
CUCTEMHOrO AEeWCTBUSA BCNEACTBME WX OTIOKEHHOro Aen-
CTBMS U BbICOKOM YaCTOTbl NO60YHbIX 3GPEKTOB NO CpaBHe-
HUIO C MHranAUMOHHbIMK KBA.

Hanpumep:

e canbbyTamon B BMAe pacTBOpa ANIF MHransaLmMi c Bo3pacTa
18 mec no 2,5-5 Mr Ha UHranauuio (MakcumanbHas CyTou-
Has go3a 20 Mr); B LJO3MPOBAHHOM adp030/IbHOM WHra-
nartope AeTaMm ¢ 2 neT u B3pocnbiM B cpeaHem 100 MKr
no noTpe6bHoCcTM (MakcuManbHasa go3a 800 MKr/cyT);

e feBocanbbyTamon B [JO3MPOBAHHOM a3poO30J/IbHOM
WHranaTope aetam ot 4 net v B3pocnbim 45-90 MKr
no NoTpebHOCTH (MakcumanbHas ao3a 540 MKr/cyT);

°® KOMOMHWPOBaHHbLIM nNpenapaTt unpaTponus Gpomug +
deHoTepon pactBop Ansd uHranauum 0,25 mr + 0,5 mr/mn
C nomollblo Hebynanaepa (AeTam oT 6 neT — corfiacHo
WHCTPYKLMN).

PeKkomeHayeTcs paccMoTpeTb Ha3Ha4yeHne KOMOBUHUPO-
BaHHOrO 6POHXOAMNATUPYIOWEro cpeacTBa (CENeKTUBHOMO
B2-agpeHomumeTnka u UIMK) 6ygeconma + dopmoTepon
nauyuveHTam ¢ nerkom bA u Hannymem ©aKTopoB puUCKa
060CTpeHus unu cpegHeTskenon BA nauueHTam craplue
12 net nu6o GeknomeTa3oH + GopMOTEPON NaLMEHTaAM
cTapwe 18 net gna perynspHon tepanun BA u npumeHe-
HUS MO NOTPEBHOCTU ANS CHATUS CUMATOMOB M MPUCTYNOB
yaylibsi B PEXMUME eAuHoro uHrangtopa [19, 64, 147, 152,
162-166]. YpoBeHb y6eauUTE/IbHOCTH pPEeKoOMeHja-
ymii — A (ypoBeHb JOCTOBEPHOCTH [JOKa3aTe/bcTB — 1).

Ha 3-11 cTyneHu yKa3aHHbI pexum Tepanuu Nno3BOSUT
n3bexaTb TUMNUYHOIO AN NauueHToB C Jierkon BA oTKa-
3a ot UIK, coxpaHMB MUHUManNbHbIK 06bEM MPOTUBOBOC-
nanuTenbHOW Tepanuu B Nepuog NOsSIBAEHWS CUMNTOMOB.
Y B3pocCbIX U NoApPOCTKOB KoMBUHauusa UK + dopmoTtepon
B KayecTBe KOMOMHMPOBAHHOM Tepanuu B PeXXMme eanHoro
MHranaTopa — Kak NOoAAepXMBalowWwen, Tak U obneryatouen
cuMnToMbl — 6onee addeKTUBHA ANA CHUXKEHUS 4acToTbl
060CTPEHUI NO CPaBHEHMIO C TeMU e ao3amu UMK + anutens-
HogewncTBytowme B2-aroHnctsl (AABA) nnvn 6onee BbICOKUMU
noszamu UMK 6asuncHon Tepanuun [166]. Hannydiwmin abdekT
npv nepexoge Ha KOMGUHUPOBAHHYIO Tepanuio HabnaaeTcs
y NaLMEHTOB C TAXeNbIMW 060CTPEHNAMM B aHaMHe3e [165].

byaecoHng + ¢opmoTepos B AO3MPOBAHHOM MOPOLL-
KOBOM WHransatope peKomeHayeTcs Ha3HadvaTb B3pOC/biM
M nogpocTkam ot 12 net 160/4,5 MKr no 1-2 vHranauuu
2 pa3sa B AeHb Ha perynspHon ocHoBe W No 1-2 UHransaumm
no MNoTPeBHOCTU (KenaTenbHO He MnpeBblwaTb 6 WHrans-
UMM B CYTKM, MaKcumanbHas Ao3a no notpebHocTn —
12 uHranguuin B cyTku). CneayeT ob6paliaTb BHMMaHMe,
YTO He BCE MHranaTopbl, 3aperMcTPUPOBaHHbIE Ha TEPPUTO-
puun Poccuitckon degepauun u cogepKallme AaHHYy GUK-
CUPOBAHHYIO KOMBUHALMIO, UMEIOT B MHCTPYKLUKN yKa3aHue
Ha BO3MOXHOCTb MPUMEHEHUS B pPeEXMME MO NOTPebHOCTH
W, COOTBETCTBEHHO, B PEXMME eANHOro MHransTopa.

beKkomeTa3oH + ¢popmMoTeEPOs1 B LO3MPOBAHHOM aspo-
30/IbHOM MHIranaTope PeKOMeHAyeTCs Ha3HavYyaTb B3POCbIM
(o1 18 net) 100/6 MKr no 1-2 uHranaumm 2 pasa B O€Hb
Ha perynsipHom ocHoBe M No 1-2 uHransauum no noTpebHo-
CTM (MaKcMManbHasa fo3a no NoTpebHOCTU — 6 UHransaumm
B CYTKM).

PekomeHgyeTcs paccMoTpeTb BO3MOXHOCTb Ha3Hauye-
HUA UK B HU3KOM A03€e B exxeHEBHOM pexume unun AJITP
C WCMNONb30BaHWEM CeNIEKTUBHOro B2-agpeHoMumeTnKa
(KABA) no notpe6GHOCTM ANa KynupoBaHus npucTtynoB BA
BCEM NaLneHTaM ¢ nerkon bA n Hannynem GaKTopoB pUCKa
060CTPEHUs B Ka4yecTBe aNbTepPHAaTUBHOMO NoAxoAa K neye-
Huio [158, 159, 161, 167-175]. YpoBeHb y6eanTeIbHOCTHU
peKkoMmeHgayumii — A (ypoBeHb JOCTOBEPHOCTHU [OKa3a-
TenbcTB — 1).

Moapo6bHee o BbiGope Ao3 WIK ¢ yvyeTom BO3pacTa
cm. MpunoxeHus 16-18.

JleyeHne HM3KUMK po3amun UMK aBnsetcs npeanoyTu-
TenbHbIM, OCOGEHHO ANA AeTer Mnagwe 5 neT, u JOMKHO
npoaomKatbcs He meHee 3 Mec [169, 174, 175]. Ansa neten
JaHHOM BO3pacTHOM KaTeropuu npu BblGOpe cpencTBa
LOCTaBKM cnefyeT pPyKOBOACTBOBATbCA [AOCTYMHOCThIO,
npeanoyTeHnem poauTenen U BO3MOXKHOCTSAMWU NauueHTa
(cnencep nM6o Hebynanaep C MacKom UM MYHALWTYKOM).

AnbTepHaTMBHLIM BapuvaHTOM Tepanuu SBNSETCH exe-
nHeBHbIN npuem AJITP. 3a cyeT crneunduryeckoro cBsa3biBa-
HUS C UMCTEUHUN-NENKOTPUEHOBLIMKU peuentopamu AJITP
(MOHTeNyKacT) NnoAaBnAloT BOcnaleHne CIn3ncTon 060104KHN
HOCa M 6POHXOB, CNPOBOLMPOBAHHOE annepreHoM 1 HecneL-
MbUYEeCKUMK Tpurrepamu, o6nagatoT BblpaxKEHHbIM NPOTH-
BOANNEPrMYECKUM U NPOTMBOBOCNASNIUTENbHBIM AENCTBUEM,
3bdEKTUBHBI KaK B NogaBAEHUN CUMNTOMOB, TaK U C LeNbto
NPOOUNAKTUKM CUMNTOMOB BA M annepru4yeckoro puHUTa;
AJITP yctynatoT no apdektuBHocTM UK. MoryT npumMeHaTb-
CSl KaK B KayecTBe MOHOTepanuu, Tak U B KOMMIEKCHOM
Tepanuu BA. OgHaKo npu oTcyTCTBUM addEKTa, NPerKae Yem
nepenTn Ha 3-10 CTYNeHb JIeYeHuns, pEKOMeHAyeTcs paccMo-
TPeTb Ha3HayeHne H13Kux 1o3 UMK [176].

MoHTenyKacT peKoMeHayeTcs Ha3HavyaTb 4eTsaM B BO3-
pacte oT 2 no 6 net no 4 mr (1 »keBaTtenbHas TabneTka)
1 pa3 B CyTKM; OeTamM B Bo3pacte oT 6 go 15 netr —
no 5 mr (1 »xeBaTenbHas TabneTka) 1 pas3 B CyTKU; B3POC/bIM
n getam ctapwe 15 net — no 10 mr (1 TabneTtka, NoKpbITas
NAeHO4YHON 060NI0YKOM, ANA NpuemMa BHYTPb) 1 pa3 B CYTKM.

PekomeHayeTCcs pacCMOTPETb Ha3HaYyeHue KOMOUHUPO-
BaHHOro 6pOHXOAMNATUPYIOLLErO CPeAcTBa (CENEKTUBHOIO
B2-agpeHomunmeTrKa 1 UIMK) Ha perynsipHoM OCHOBe NauueH-
TaM cTapLue 6 neT co cpeaHeTsaxenon bA ¢ ucnonb3oBaHUeM
cenekTuBHoro B2-agpeHomumetnka (KABA) no notpe6HocTH
ANS KynupoBaHua npuctynos BA (ecnn UM yxe He Ha3Ha-
yeH cdopmoTepon + UMK B pexmme eanHOro vHranatopa)
WM paccMOTPeTb BO3MOXKHOCTb yaBoeHus o3 UK Ha pery-
NFPHOM OCHOBE (B KayecTBe anbTepHaTUBHOIO BapuaHTa)
C MCMNoNb30BaHMEM CEeNeKTUBHOro [B2-afpeHOMUMETUKa
(KOBA) no noTpe6GHOCTM AN KYyNMPOBaAHWSA MNPUCTYNoB
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[140, 177-182]. YpoBeHb y6eanTe/IbHOCTH pEeKOMEHAa-

ymi — A (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/bCcTB — 1).
Ha 3- ctyneHu Tepanuun BA y B3pocnbix 1 geTen ¢ 6 net

BO3MOXHO paccMOTpeTb yBennyeHne fosbl UMK go cpeg-

Hewn (anbTepHaTUBHbLIM BapuaHT Tepanun) [183], ogHaKo 3To

MeHee addeKTuBHO, Yem gobasnexHne AABA [180, 182].

Kom6unHaumna Hu3kux gos UMK ¢ AITP (RO3DC: bnokaTtopsl

JIENKOTPMEHOBBLIX PELIENTOPOB) MAM A0O6AB/IEHUME HU3KUX

003 TeodunanHa (anbTepPHATUMBHbIM BapuWaHT Tepanum)

C OIMTENbHbIM BbICBOOOXK/IEHNEM ABSIOTCH MeHee apPekK-

TUBHbIMU [177, 184].

MNoapo6Hee 0 BbiGOpe cpeaHnx o3 UMK ¢ yyetom BO3-
pacTta cM. MNpunoxeHua 16-18.

BaxkHo npeaynpeauTb NaumMeHTa O TOM, YTO KOJIMYECTBO
nHransumn KABA no noTpebHOCTM HEe [AOJIKHO MpeBbIlaTh
6 UHransumm B CyTKMU.

Kpome paHee ynomsHyTbix Kom6uHauun UK + JOBA,
KOTOpble MOryT GblTb PEKOMEHAOBAHbI B PEXUME eAUHO-
ro uHranatopa (6ygeconung + dopmoTepon; 6exknomeTa-
30H + GOpMOTEpPOJ), B AAHHON Fpyrnne MOXHO paccMOTpeTb
HasHayeHue:

* 6yaecoHna + ¢opmoTepon B 4O3MPOBAHHOM asp030/b-
HOM WHransgtTope geTtsam oT 6 net u B3pocnbim 80/4,5 MKr
no 2 uHransumMm 1-2 pasa B AeHb, NoApPOCTKaM ¢ 12 net
M B3POC/IbIM BO3MOXHO 160/4,5 MKr no 2 WMHrangauuu
1-2 pa3sa B AeHb Ha perynsapHon OCHOBE;

e canmetepon + GAyTMKA30H B AO03MPOBAHHOM a3po-
30/1bHOM MHransatTope getam oT 4 go 12 net 25/50 mMKr
2 pasa B AeHb, B3pOC/AbIM M MoapocTkam oT 12 net
50/100 mKr nnn 50/250 MKr 2 pasa B AeHb Ha perynsp-
HOW OCHOBE WM B AO3MPOBAHHOM MOPOLIKOBOM WHra-
naTope B3pocibiM M nogpocTtkam ot 12 net 50/100 MKr
nnn 50/250 MKr 2 pasa B leHb Ha perynspHOn OCHOBE;

° BuNaHTepon + GayTuKasoHa ¢pypoaT B JO3MPOBAHHOM
NMOPOLIKOBOM MWHransatope B3pOC/bIM M MOAPOCTKaM
oT 12 net 22/92 MKr 1 pa3 B [AeHb Ha perynspHon
OCHOBE.

TaK»Xe BO3MOMHble K Ha3Ha4yeHuto kombuHauum UMK +
OOBA, Takue Kak MOMeTa30oH + ¢opMoTepon M MoMeTa-
30H + WH[aKaTepos, B HacTosiLLEE BPEMS BPEMEHHO HEAOo-
CTYMHbI Ha TeppuTopun Poccuiickon Peaepaumm.

PeKkomeHayeTcs paccMOTPEeTb BO3MOMHOCTb YABOEHMS
no3 UMK Ha perynsipHon ocHoBe nauueHtTam mnagwe 5 net
co cpepgHeTsenon BA ¢ ncnonb3oBaHWEM CENEKTUBHO-
ro p2-agpeHomumetvka (KABA) no notpe6Hoctun [38, 85,
177, 185, 186]. YpoBeHb y6eanTe/IbHOCTU peKOMeHAa-
uymii — A (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesbcTB — 1).

MNoapo6Hee 0 BbiGOpe cpeaHnx o3 UMK ¢ yyetom BO3-
pacTta cM. lNpunoxeHua 16-18.

Mpexae 4eMm npucTtynatb K 60onee aKTUBHOMY nevye-
HWIO — nepenTn Ha 3-10 CTyneHb Tepanuu, HeobxoanMMo
y6eanTbCsi, YTO CUMNTOMbI Bbi3BaHbl BA, a He conyTcTBy-
IOWKUM MM anbTepHaTUMBHbIM 3a6oneBaHneM. B KayecTBe
aNbTEPHATUBHOIO BapuaHTa Tepanuu BO3MOXHO paccmoT-
peTb Ao6aBneHne K HU3Kum go3am UMK AJTTP.

Mcnonb3osanne UMK + OOBA y peten mnagwe 4 net
Ha 3-M CTyneHu Tepanuu He PEeKOMEHAOBAHO, TaK KaK MUx
6e30nacHOCTb U 3PpOEKTUBHOCTb Mano M3y4eHbl B 3TOMU
BO3pacTHOW rpynne, a AaHHOe Ha3HayeHue O6yaeT BHe
WMHCTPYKLMKU. B ogHOM nccnefoBaHUK He Gblio BbISBNEHO
CTATUCTUYECKM 3HAUYUMbIX pasnmMyiMn B 9OOEKTUBHOCTH
UK + OOBA n moHoTepanuu UMK y nauveHToB mnajwe
4 net [187].

PeKkomeHayeTcs paccMoTpeTb BO3MOMHOCTb Ha3Hauve-
HUS GUKCMPOBAHHOW TPOMHOM KoMOBuHaunn UMK + OOBA +
O0AX (cenektuBHoro B2-agpeHommmeTtnka u UMK) naum-
eHTaM cTapuwe 18 neT ¢ HeKoHTponaupyeMon BA, HecmoTps

Ha Tepanuio CpeaHUMKU U BbICOKMMUK Jo3amu UMK B KOM6HK-

Hauuu ¢ JJBA, v HannyMem ogHoro n 6onee 060CTPEHNUN

3a nocnegHun rof (B KayectBe MNpPeAnoyvTUTENbHOM Tepa-

nuun) [188-197]. YpoBeHb y6eanTe/IbHOCTU pPeKoMeHaa-

ymi — A (ypoBeHb JOCTOBEPHOCTH JOKa3aTesbCTB — 1).
Y B3pOCAbIX MaUMEHTOB C HEAOCTATO4YHbIM KOHTPOJIEM

Hag BA Ha ¢oHe cpeaHmx no3 UMK + AOBA Ha3HayeHue

PUKCUPOBAHHON TpPOWHOW KOMOGWMHauum UMK + OABA +

OOAX ynydlwaeT QyHKLMIO NErKUX U CHUXKaEeT 4acToTy 060-

cTpeHun [188-1971]:

° BUNAHTEPON + YMEKNUAUHUSA Gpomuna + GnyTuKaso-
Ha ¢ypoaT B AO3MPOBAHHOM MOPOLIKOBOM WHrans-
Tope B3pocabiM 22/55/92 MKr unn 22/55/184 MKr
no 1 uHransaumm 1 pas B AeHb Ha perynspHon OCHOBE;

° OEeK/IOMeTa30H + MMKOMUPPOHUSA 6pomua + dopmoTe-
PO/ B 4O3MPOBAHHOM a3p030/IbHOM MHIransTope B3pocC-
nbim 100/10/6 MKr no 2 uHranaumMm 2 p B A€Hb Ha pery-
NISIPHON OCHOBE;

®  [JIMKONUPPOHMA BpOMMA + MHAAKaTepon + MOMETa30H
B Karncynax ¢ MOPOLWKOM M YCTPOMCTBOM ANSI WMHrans-
umn B3pocnbiM 50/150/80 mKkr mnn 50/150/160 mMKr
no 1 uHransumm 1 pas B AieHb Ha perynspHon ocHoBe.
PekomeHayeTca paccmMoTpeTb BO3MOXHOCTb [06aB-

nenuna OOAX TnoTponus 6poMuaa K CpeaHUM MM BbICO-

Knm go3am UK B Kom6GuHaumu ¢ AOBA (cenekTtuBHOro

B2-agpeHomumeTnka u UIK) naumeHtam crtapwe 6 net

C HeKoHTponupyemon BA, HecmoTps Ha Tepanuio cpej-

HUMM U BbICOKMMM po3amum UMK B KomOGuHauuu ¢ OBA

(B KayecTBe npeanoyTUTensHom Tepanuu) [188, 198-202].

YpoBeHb yoeanTeIbHOCTH peKoMeH[auni — A (YpOBeHb

AOCTOBEPHOCTH fOKa3aTe/ibcTB — 1).

HecmoTps Ha TO, 4TO TMOTponua Gpomug LOCTyneH
B BMAE pa3HblX WMHransguMOHHbLIX YCTPOWCTB, AaHHble
no Ucnonb3oBaHuio nNpenapata npu BA nony4yeHbl TOAbKO
4719 KMAKOCTHOrO MHransitopa v He MOryT OblTb 3KCTpPano-
NMpoBaHbl Ha TUOTponuga 6pomng B Buae AMNN. Ansa nedye-
Hus BA u3 [AX-npenapaToB 3aperucrtpmpoBaH TOJIbKO
TMOTPONUS 6POMUA,.

TnoTponua 6pomMua pacTtBop AN8 WMHransuMm B KOM-
NNEKTE C UHraniaTOPoOM PEKOMEHAOBAHO Ha3HayaTb AETAM
OT 6 NIeT U B3POC/AbIM 2,5 MKr no 2 nHranaumm 1 pas B AeHb.

PekomeHayeTca paccMoTpeTb BO3MOXKHOCTb Ha3Haye-
HKUS BbICOKMX A03 UK B Kom6uHaumu ¢ BA (ceneKTMBHOIo
B2-agpeHomumeTnKa 1M UIK) Ha perynsapHon ocHOBe nauu-
eHTaMm cTaplue 12 neT npu HefoCcTaToO4HOM 3PDEKTUBHOCTH
cpeaHnx o3 UMK B kom6uHauun ¢ ABA vnn no6asnexHue
ANNITP B KayecTBe anbTepHaTUBHOM Tepanuu [182, 203-207].
YpoBeHb yoeauTe/IbHOCTHU peKoMeHaauun — B (ypoBeHb
AOCTOBEPHOCTHM [JOKa3aTesibCTB — 3).

OdpdEKTUBHOCTL NOAOGHOM TaKTWMKM ycTynaeT Ao6GaB-
neHuto K Tepanun OOAX. TakKe BO3MOXHO MOBbIWEHWE
KpaTHOCTU Npuema cpenHen/BbICOKOW [03bl GyaecoHuaa
no 4 pa3 B cyTku [208, 209], ogHaKO MOXET oTMeyaTbecsl
HW3Kas NPUBEPIKEHHOCTb JIEYEHMUIO.

PekomeHgyeTcs y aeten mnagwe 5 net npu oTCyTCTBUM
KoHTpons Hag BA Ha doHe yaBoeHHoM ao3bl UK npoBecTn
KOHTPO/Ib TEXHUKKU MHranauuun, NpuBEPKEHHOCTU NIEYEHMIO,
OLIEHWTb BEPOSATHOCTb BO3AENCTBUSA GaKTOPOB OKpYyKato-
Een cpeabl, UCKMOYNTb anbTepHaTUBHbIA AnarHos [6, 19].
YpoBeHb y6eanTeibHOCTU peKomeHgayumii — C (ypoBeHb
AOCTOBEPHOCTH fOKa3aTesibcTB — 5).

OnTumanbHoe fnedvyeHve ANA AeTen JaHHOro Bo3pac-
Ta B HacTOSLWWMK MOMEHT OTcyTCcTBYeT. Ecnu guarHos BA
NoATBEPXKAEH, TO BO3MOXHO MNPUMEHEHWE Clefyowmnx
NoAXOAOB: JanbHenlwee yBenuyeHne ao3bl UMK B TevyeHune
HECKONbKUX HejeNnb A0 YCTaHOBMAEHWS KOHTpoas Haj bA
C OTCNIEXXMBaHUEM N06OYHbIX adPeKToB; fobaBneHne AJITP;



HasHadyeHne UK + OOBA (netam B Bo3pacTe = 4 neT);
nepuoanyeckoe gobasneHne BbiCOKMX 403 UMK K exeaHes-
HOM fo3e 6as3ncHon Tepanuu B Hadane OPU; no6aBneHune
HU3KOM J03bl CIK B TeYeHMe HEeCKONIbKMX Hedenb A0 ycTa-
HOBMIEHMS KOHTPONIA Ha4 cuMmnTomamu BA ¢ oTcnexxmBaHuem
NO60YHbIX 3PPEKTOB.

PekomeHayeTca naumeHTam B BO3pacTe 6 NeT U ctaple
c Taxenon BA paccMoTpeTb BO3MOMXHOCTb Ha3HayeHwus
'MBMN n3 dapmarkonormuyeckon rpynnel «<RO3DX Mpoyne cpen-
CTBa CUCTEMHOrO AEWCTBUA ANS NleyeHuss OOCTPYKTUBHbIX
3aboneBaHn AbixaTenbHblx nyten» nmnn «D11AH lpena-
paTtbl 4N fleYeHusa gepmatuta, Kpome KOPTUKOCTEPOUI0B»
c yyeTtoM dpeHoTnna bA B KayecTBe AONONHEHUS K 6a3UCHOM
Tepanuu ¢ Leblo JOCTUXKEHUS KOHTPONS Haj CMMNTOMamu
3a601eBaHNUs, CHUKEHUS pPUCKa 060CTPEHUM U MOTPEBHOCTH
B c['K [210-219]. YpoBeHb y6eanTe/IbHOCTU PEKOMEeHAa-
ymii — A (ypoBeHb JOCTOBEPHOCTH [JOKa3aTe/bcTB — 1).

JdbdeKTbl NPUMEHSAEMbIX Ha CerogHsWHMn aeHb MBI
B Tepanuu Tsxenon bA cBoAATCS K AOCTUMKEHMIO KOHTPONS
HaJ CMMMNTOMaMW, CHUMKEHUIO 4acToTbl 0OG0CTPEHUM, rocnu-
Tannsdauuin, nocelweHns oTaeNeHUn HEeOTNOKHOM MOMOLM
M NoTpebHOCTM B nepopanbHbix clK (BNaoTb A0 NOMHOM
OTMeHbI nepopanbHbix K y nauMeHToB, NPUHUMABLUMX MUX
Ha NocTosiHHOM ocHoBe). OTBeT Ha Tepanuto MBI 3aBucuT
oT ¢peHoTMna BbA, noaToMy BbIGOP MpaBuibHOro 6uonoruye-
CKOro npenapaTa MMeeT pellatollee 3HayeHume ansa obecne-
YyeHusa ycnexa Tepanuu. Kputepusmu otéopa ans 6Monoru-
YeCKOoM Tepanuu B cnydae T2-aCcTMbl CiyKaT 6Uonornyeckue
(Hannymne atonun, 303MHOPUINA KPOBU M MOKPOTbI; YPOBEHb
CbIBOPOTOYHOTO IgE; BbiCOKME ypoBHU FENO) M KanHU4eckune
MapKepbl (4acToTa 060CTPEHUIW, XOPOLWKWK OTBET Ha Tepa-
nuio clK, Hanuyme conyTcTBylOWMX 3aboneBaHni, TaKux
KaK peunavBupyoWw i MOAUNO3HbIA PUHOCUHYCKUT, aTonunye-
CKuM pepmatut) [204-222].

PelweHne Bonpoca o Ha3HavyeHun 1 Bblbope MBI npu-
HUMaeT BpayebHbI KOHCUAMYM CNeunannucToB, UMEKLWMX
onbIT B npoBeaeHunn tepanuu N'MBIN npu BA.

B HacToswee BpeMs ANS NeYeHNs TAKeN0M HEKOHTPOU-
pyemon BA cyuiecTBytloT HecKkonbKo M'MBIT.

Omanunsymab paspeLleH K NPUMEHEHUIO y aeTew OT 6 neT
M B3POC/blX, pacyeT A03bl (0T 75 mr 4o 600 Mr) U cxembl Npu-
MeHeHUs (MOAKOXKHO Kaxable 2 unn 4 Hep) ocylecTBnseTcs
B 3aBMCMMOCTM OT UCXOLHOr0 ypoBHA obuero IgE 1 maccol
Tena nauueHTa cornacHo Tabnuue B UHCTPYKL MK,

Aynunymab paspelleH K NPMMEHEHMIO Yy AeTel oT 6 neT
W B3pOCAbIX; 4Na getew oT 12 neT u B3pOChbIX HavanbHas
no3a 400 Mr NoAKOXHO (2 MHbeKuuKn no 200 mr), nanee —
no 200 mr Kaxable 2 Hep, Ans nauneHToB ¢ MK-3aBUCUMOM
BA nn60 conyTCTBYIOWNM CPEefHETSHKENBIM WUAN TAXKENbIM
aTOMMYyeCKMM AepmaTUTOM, MPM KOTOPOM MOKa3aHOo npwu-
MeHeHWe npenapaTa, HavanbHas go3a 600 Mr (2 MHbEKLUK
no 300 mr), ganee — no 300 mr Kaxable 2 Hed. Ans neten
oT 6 g0 11 neT: ¢ maccon Tena ot 15 ao < 30 Kr HavanbHasa
n nocnegytowmne ao3bl 300 Mr Kaxkable 4 Hep; ¢ Maccown
Tena ot 30 Ao < 60 Kr HavyanbHasa M nocneayoume a03bl
200 mr kaxable 2 Hep nnn 300 Mr Kaxkable 4 Hef;, ¢ Maccom
Tena = 60 Kr HavanbHas W nocneaywoume ao3bl 200 mr
KaxAable 2 Hen. [Ans aeten oT 6 Ao 11 neT ¢ conyTCTBYIOLWMM
CPEAHETKENbIM WU TIKENBIM aTOMMYECKUM LEePMaTUTOM:
¢ maccor Tena ot 15 go < 30 Kr HavanbHasa ao3a 600 mr
(2 MHbeKumMmn no 300 mr), nanee — no 300 mr Kaxable 4 Hef;
¢ maccor Tena ot 30 go < 60 Kr HavanbHasa aosa 400 mr
(2 MHbEeKuUMM no 200 wmr), nanee — no 200 Mr Ka)kable 2 Hef;
¢ maccom Tena = 60 Kr HavyanbHas fo3a 600 Mr (2 MHbEKL MK
no 300 wmr), panee — no 300 Mr Kaxkable 2 Heq.

Menoansymab paspelleH K MNPUMEHEHUID Yy AeTew
OT 6 NneT 1 B3pOochblX, AeTam oT 6 A0 12 neT 40 Mr NOAKOXKHO

1 pa3 Kaxable 4 Hepn, 12 net v ctapwe — 100 mr 1 pa3
Kaxable 4 Heq.

Pecnn3ymab paspeleH K NPUMEHEHUIO Yy B3POC/bIX
(c 18 net) U3 pacyeta 3 MI/KI Maccbl Tena BHYTPUBEHHO
1 pas Kaxnable 4 Heq.

beHpanudymab paspeleH K NPUMEHEHUIO Y B3POCIbIX
(c 18 net) 30 Mr NOAKOXHO Kaxable 4 Hen 3 pasa, 3aTem
Kaxkable 8 Hef.

Tesenenymab pa3pelleH K NpuMeHeHuto y aeten ¢ 12 net
1 B3pocsbix 210 Mr NoAKOXHO 1 pa3 Kaxable 4 Hen.

Omannsymab (rymaHU3MpoOBaHHOE MOHOKOHaNbHOE
aHTUTENO npotmB IgE, padpaboTaHHOE Ha OCHOBE 4eso-
Bedveckoro 1gG1l), ceasbiBasicb ¢ IgE aHTUTEnamu, 610KK-
pyeT ux B3aumopencTeue ¢ BbiCOKOaddUHHbIMKM FceR1-
peuenTtopamMu, MNPUBOAUT K CHUMKEHMIO KOHLEHTpauuu
ISE — nyckoBoro ¢akTopa Kackaja annepruyeckux peak-
unin. Mpu NpUMEHEHUM y MauMeHTOB € artonuyeckon BA
oTMeYaeTcs yMeHblueHne KonuyectBa FceR1-peuentopoB
Ha NOBEPXHOCTU 6a30bUN0B, TYYHbIX KNETOK W AEeHAPUT-
HbIX KneTok [210, 217, 220, 222, 223]. Xopowuni oTBeT
Ha go6aBneHne omanusymaba B 6Ga3UCHYIO Tepanuio MOX-
HO OXMAaTb Y NALMEHTOB C KJIMHWMYECKW MOATBEPKAEHHOM
aToMMen 1 XopoLwmnM OTBETOM Ha cl'K, orpaHnYyeHnem MoxKeT
6bITb MM60 HM3KKUIM (MeHee 30 ME/mn), NGO KpalHe BbICO-
Kui ypoBeHb obuero IgE (6onee 1500 ME/mn) u 6onblias
Macca Tena, TaK KaK pacyeT J03bl U pexuma Tepanuu 3aBu-
CWT OT JaHHbIX NapameTpoB.

HasHavyeHne TWUBI, gasnswoowmuxca 6nokatopamu IL-5
(Menonuadymab, pecnnsymad) Unmn peLenTopoB K HEMY (aHTH-
IL-5Pa — 6eHpanuMaymab), NpUBOAUT K CHUMKEHUIO YPOBHS
303MHOOUNOB B NepnudepmuyecKon KpoBwu, CINM3UCTon 060-
NIOYKe AblxaTenbHblx nyTen [37, 211, 212, 214, 218, 224].

Xopowunin OTBET Ha fob6aBieHne rnpenapaTtoB 3TOMN rpyn-
Nbl MOXKHO OXMAATb Y NALMEHTOB C 303MHODUNBHON TAXKe-
non BA ¢ xapaKTepHbIMKM MapKepamu 303UHODWUIIBHOIo
BOCManeHns, XopoLwnm oTBeToM Ha clK.

HecMOTpsi Ha CXOXMI MexaHW3M AEeNCTBUS npenapatos
aton rpynnbl MBI, umeloTca OTAMYMA B OrpaHUYeHUs X
no BO3pacTy, MCXOAHOMY YPOBHIO 303nHOPUIOB nepudepmn-
YEeCKOW KpOBW, CNocoby BBeLEHMA U [OKa3aTe/ibHOW 6ase
KNMHUYECKUX MUCCNefOBaHMM OTHOCUTENbHO BO3MOXHOCTHU
OTMeHbI nepopanbHbix cl'K.

Menonnsymab — rymMaHu3MpoBaHHOE MOHOKNOHaNbHOE
aHTuTeno (IgG1k), HanpasneHHoe NpoTuB IL-5, npegoTBpaLas
ero BsanmogencTemne ¢ anbda-Lenbto peyentopa K IL-5, ake-
NpPeccupyemMoro Ha K/JeTOYHOM MOBEPXHOCTU 303UHOGDMNOB,
CHUXXaeT KOIM4eCTBO 303UHODUIOB U UX NPEALIECTBEHHUKOB
B KOCTHOM MO3re M B CAM3UCTOM 060/04KE AblXaTenbHbIX
nyten. Hopmanusyet ypoBeHb 303MHODUNOB A0 GU3UONOTK-
YEeCKOro y NaLmeHToB C TAXKeNon bA Kak annepruyecKkoro, Tak
W HeannepruyecKkoro reHesa [84, 211, 212, 215, 224-226].
[MoKa3aHWeM K NPUMEHEHUI0 Menonu3ymaba SBASETCS TaKe-
nast 303nHodunbHasa bA y naumeHToB cTaplle 6 neT, ypoBeHb
3031HODUNOB B NepuUdepruyecKon KpOBM Ha MOMEHT Havyana
Tepanuun = 150 Knetok/mMKN nnn = 300 KNeTOK/MK/ B Teve-
HWe npeawecTByloWwmx 12 mec.

Pecninzymab — rymaHM3MpoOBaHHOE MOHOK/IOHabHOE
aHTuTeno (IgG4k) kK yenosedveckomy IL-5, HenTpanuaytouee
CBOGOAHO LMPKYIUPYIOWMIA LMTOKMH M NpefoTBpallatolee
ero cBsA3blBaHWe ¢ 303MHobMNamu. NokasaHneM K npume-
HEHMIO pecnnM3ymaba aBASETCH TaxKenasas 303nHOPUIbHaN
BA y nauveHTOoB cTaplie 18 neT, ypoBeHb 303MHOGDUIOB
B nepudepmnyecKon KpoBM Ha MOMEHT Havyana Tepanuu
= 400 KneToK/MKJ. TakKe 0COGEHHOCTbIO NpenapaTa ABNs-
€TCS BHYTPMBEHHbLIA CNOCO6 BBEAEHWS YU HEOBXOAMMOCTb
pacyeta A03bl B 3aBMCMMOCTM OT Maccbl Tena nauueHTa
[185, 186, 214, 217, 218, 220, 224, 227-229].
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KJIMHUYECKUE PEKOMEHAALUUU

beHpannszymab — adyKo3uaMpoBaHHOE ryMaHU3UpPo-
BaHHOE MOHOKJIOHanbHoe aHTuteno (IgG1lk), Kotopoe cBs-
3blBaeTcs ¢ anbda-cybbeanHuLen peuentopa K yenose-
yeckomy IL-5 (IL-5Pa), pacnonoxeHHOro Ha noBepXHOCTU
303MHOMMNOB 1 6a30PUNIOB, C BbICOKUM CPOACTBOM U Cne-
unbunyHocTblo. OTCyTCTBME OCTaTKOB yKO3bl B Fc-gomeHe
6eHpanu3ymaba obneryaet npouecc cea3biBaHua ¢ FcyRllla,
HU3KOM nnu cpepHen apduHHocTU peuentopamu llla K Fery,
Ha NOBEPXHOCTU UMMYHHbIX KNTIETOK, TaKMX KaK HaTypasbHble
Kunnepbl, Mmakpodarn uU HenTpodunbl. 3a CHET BbICOKOWM
adodunHHocTM K FecyRllla 1, Kak cneacteue, npuBneYeHuUs
3bPEKTOPHBIX KNETOK MMMYHUTETA K MecTy o6pa3oBaHus
KomnneKca c¢ IL-5Pa 6eHpann3ymab 3anyckaeT anonTtos3
303nHOGMNOB U 6a3oduIoB MOCPEACTBOM aHTUTENo3a-
BMCMMOW KNETOYHOONOCPEAOBaAHHON LUTOTOKCUMYHOCTH
[230, 231]. Takum ob6pa3om, 6eHpanndymad MOXKET NPUBO-
AWTb K MOMHOMY MCTOLLEHMIO Nyna 303MHOMUNOB ANUTENUS
OblXxaTenbHbIX NyTen 6e3 ux gerpanynsaunu. beHpannsymab
peKOMeHAOBaH B3pOC/blM NauueHTam (ctapwe 18 ner)
c Tsenon BA ¢ 303UHOPUNBbHLIM GEHOTUMOM, YPOBHEM
303MHOGMNIOB B nepudepuyeckon Kposu = 300 Kne-
TOK/MKJI, @ TaKXe nauueHtam C ropmMoHozaBucumon BA
[218, 219, 230, 231].

Aynunymab — 4enoBeyeCKoe MOHOKJ/IOHa/IbHOE aHTUTe-
no (1gG4) kK anbda-cybbeantuue peuentopa K IL-4 (IL-4Pa),
MAEHTMYHOW anbda-cybbeanHuue peuentopa K IL-13
(IL-13Pa). CeneKkTMBHOE cBA3bIBaHME aynunymabom IL-4Pa/
IL-13Pa npepoTBpallaeT AanbHelllee NPoOBeEHUE CUT-
HaNoB C 3TUX MOJIEKYN, KOTOpble OMNOCPEAYIoT npouecchl
T2-Bocnanenns [22]. Aynunymab nokasaH nauuveHTam
c Tsxenon BA, B OCHOBe natoreHes3a KOTOPOW JIEXWUT
T2-BocnaneHne, B TOM 4ucne C ropmMoHosaBucumon BA.
[loMMMO nokasaHusa ansa neveHuns Tsaxkenon bA, gynunymab
0A06peH Ans Tepanuu NauMeHToB C TAXKENbIM aTONUYEeCKUM
aepmMaTtutom (y geten ¢ 6 Mec), XPOHUYECKUM MOAMMO3HbIM
PUHOCUHYCUTOM, 303UHODUIbHBIM 330parMTom, 4To NO3BO-
NAeT TaKXe [OCTUraTtb KOHTPOAA (MpuM Hanuyuu) conyT-
cTBylOWMX 3aboneBaHuit ¢ T2-BocnaneHuem y nauueHToB
c Tskenon BA [213, 215, 218, 232, 233]. OrpaH1yeHnem
MOXeT OblTb BbICOKUMA WCXOAHbIN YPOBEHb 303MHODUINK
nepudepuyeckon kposu (6onee 1500 Kn/mMKn).

Tezenenymab — 4enoBe4E€CKOE MOHOK/IOHANIbHOE aHTU-
Teno (IgG2\) K TSLP — UMTOKMHY 3anuTennanbHoOro npo-
UCXOXAEHUS, UrpaloLWeEMy KIYEBYID POSib B MHULIMMPO-
BaHWM M COXPaHEHMM BOCNaneHus AblxaTeNbHblX MyTeEN,
MHOYLUMPOBAHMM GPOHXMANbHOM FMNeppeakTUBHOCTH, OKa-
3bIBAlOLWLEMY KOCBEHHOE BUSHUE Ha CTPYKTYpPHblE KNETKU
OblxaTenbHbIX NyTen (Hanpumep, Gpubpobnactbl U KIETKU
rnafgKon MycKynaTtypbl gblxaTefbHblXx nyTen). bnokMpoBaHue
TSLP Te3enenymabom CHUXKaAET YPOBEHb LLIMPOKOro CneKkTpa
61OMapKepPoOB M LIMTOKMHOB, CBA3AHHbIX C Pa3BUTUEM BOC-
naneHus (B TOM yucne 303nHoduNoB B Kposw, IgE, FeNO,
IL-5 mn IL-13) [216, 219, 220, 234]. NMpenapaT MOXeT 6bITb
peKOMeHLOBaH BHE 3aBUCHMMOCTM OT WMCXOLHOIO YPOBHS
303MHOMUNOB B KPOBH, ApYrMx GUOMapKepoB BOCNaneHus,
a TaKxXe Han4yus Uan OTCyTCTBMSA aTonuu.

MepBuYHYylO oueHKY addekTuBHOCTM MBI ocywecT-
BNAIOT cnycts 16 Hep OT Havana Tepanuu, Npu Haau4vyuu
addeKTa (ynyyleHun KoHTpons BA) npogosKaloT Tepanuio
Bbl6paHHbIM MBI He meHee 12 Mec ¢ nocneayowen oueH-
KOM MCX040B. Ha cerogHsWHMI AeHb He CylecTBYeT AOKa-
3aTtenbHOM 6a3sbl N0 MNPOAOCKUTENBHOCTU Tepanuu MBI,
OnuTenbHOCTb Kypca onpegenser cneunanuct Ha OCHO-
BaHWW [JOCTUIHYTOrO YpPOBHS KOHTpona Hag BA u conyT-
CTBYIOLWMMHU annepruyeckumm 3aboneBaHUs MU C yYeToM
CHUXeHns ob6bema 6GasuncHon Tepanum UK. B orpaxu-
YEHHbIX WCCnefoBaHUAX Obl0 MOKa3aHO, YTO MNauMeHThbl,

npofo/IKaBLWwme OUONOIrMYECKYIO Tepanuio, UMeNu aydliune
K/IMHUYECKMe pe3ynbTaThl, YEM Te, KTO nepeLuen Ha Apyryo
Tepanuio Uan NpekpaTua ee, YTO CBMAETENbCTBYET O BaX-
HOCTW MpPaBWAbHOIO BblGOpa MCXOAHOIO GMONOrMYECKOro
npenapara v Npoao/XKeHus Tepanuu [218, 221, 235, 236].

PekomeHayeTca nayueHTam ¢ Tsxenon bA, He KOHTpo-
nMpyeMon o6beMOM Teparnuu, COOTBETCTBYIOWMUM 5-1 CTy-
neHu, paccMoTpeTb BONPOC O Ha3HavyeHun cl'K B KavecTBe
LONONHEHUS K 6a3nCHOM Tepanuu C LEeNblo JOCTUKEHMUS
KOHTPOAS Haj CMMNTOMaMu 3a60/1IeBaHUSA, CHUKEHUS pUCKa
060CTpEHMI U ynydlweHns GyHKUMKU nerkux [18]. YpoBeHb
y6eanTenibHOCTU peKomeHgauuin — C (ypoBeHb JOCTO-
BEepHOCTH JOKa3aTe/ibCTB — 5).

HasHayeHne cl'K cnepyet paccmaTpuBaTb Kak Tepa-
MU0 «OTHAAHUS» — UCKJIIOYUTENBbHYIO CTpaTeruio B Ciy-
Yyae OTCYTCTBMSA KOHTPOASA HaA CMMMTOMaMMK M/UAKM YacTbiX
060CTPEHUIN, HECMOTPS Ha NPABWUIIbHYIO TEXHUKY UHIransumm
M XOPOLWY MPUBEPKEHHOCTb Ha 5-W CTYNEeHW NneyeHwus.
[OMmKHbI OblTb UCKJIIOYEHBI paKTOpbl, CNOCOBCTBYIOLME Nep-
CUCTUPOBAHUIO CUMNTOMOB Y BOSHUKHOBEHWIO 0BOCTPEHUN,
€CNn Apyrve MeTogbl Tepanuu, BKo4Yas GMOoNornyeckyto,
He noKasasnn cBo 3GDGEKTUBHOCTb Y KOHKPETHOIO NaumneH-
Ta. PekomeHayemasn aosa clK — < 7,5 mr/cyT B npeaH130-
/IOHOBOM 3KBUBAasEHTE.

MpeaHn3010H — [03a U NPOAOCIKUTENbHOCTb NeYeHUs
yCcTaHaBIMBalOTCA Bpa4yoOM MHAMBKUAYANIbHO B 3aBUCUMOCTH
OT NOKa3aHUN U TAKECTU 3a60/1eBaHUS.

MetunnpegHn3onoH — p[o3a W NPOLOMKMTENbHOCTb
Nle4yeHunst yctaHaBAnBatoOTCA BpayoM MHAMBUAYaANbHO B 3aBU-
CMMOCTH OT MNOKa3aHUIN 1 TAXKeCTU 3aboneBaHus.

[ekcameTa3oH — [03a U NPOAOSIKUTENBHOCTb JleYeHus
yCcTaHaBAIMBalOTCA Bpa4yoM MHAMBKUAYANbHO B 3aBUCUMOCTH
OT NOKa3aHUN U TAKEeCTH 3a601eBaHUS.

PekomeHgyeTcs B3pOC/biM MaLUMeHTaM C COXPaHSAoLWM-
mMuca cumntomamu BA Ha doHe Tepanuu BbICOKMMMK JO3a-
vmu UMK + A40BA v TUBI 3 dapmakonorMieckomn rpynnol
«RO3DX lMpoyne cpeacTBa CUCTEMHOIO AENCTBUS AN1A nede-
HUS OBGCTPYKTMBHbIX 3a60/ieBaHUM [blXaTeNbHbIX MyTEn»
mnn «D11AH lMpenapaTbl 4N NevYeHus gepmaTtuta, Kpome
rMIOKOKOPTUKONAOB» (Mnn cl'K) paccMoTpeTb BONPOC O Ha3Ha-
YEeHMU a3UTPOMHULIMHA B Ka4YeCcTBe NPOTMBOBOCNANUTENbHOM
Tepanuu ¢ Lenblo JOCTUMKEHUS KOHTPONS HaZ CUMMNTOMaMu
[18, 237-241]. YpoBeHb y6eauTE/IbHOCTU pPEKOMeHAa-
ymi — A (ypoBeHb JOCTOBEPHOCTH JOKa3aTesbCcTB — 1).

MaKkponuabl SBASOTCA aHTMOGaKTepuanbHbIMKU nNpena-
pataMu C [JOKa3aHHOW NPOTMBOBOCMANUTENbHOW aKTWB-
HocTblo [238]. MpoBeaeHHble S.A. Hiles u coaBT. [239]
cucTemMaTtMyecknn 0630p M MeTaaHanu3 MNoATBEPXAaloT,
4yTo fo6aBieHMe a3uTpoOMULMHA K Ga3UCHOM Tepanuu nio-
X0 KOHTponupyemon BA CHUXKaeT Konn4yecTBO O060CTPEHUM
Kak npu 303MHODWNLHOM, Tak U MNpPU HE303UHODUIBHOM
dpeHoTune, a Takxe norpebHocTb B clK [237]. OaHaKo
[JaHHble O BAWAHUM A3UTPOMMULMHA Ha KaYEeCTBO KU3HM
nauneHToB ¢ BA npotuBopeunBbl [237, 240], a BO3aeNCTBUSA
Ha PYHKLMIO nerkmx (OPB, ) NpaKkTMYEeCKU He 0TMeYeHo [242].

A3UTPOMMUMH Ha3HavatoT TpMKAbl B Hegento no 500 mr
Ha CPOK He MeHee 6 mec. lNepen Ha3HavyeHWeM npenaparta
Heo6XxoauMMbl NpoBeAeHne MUKPOOMONOTrMYECKOro Mucche-
[OBaHWS MOKPOTbl Ha HalM4yMe aTUMUYHbIX MUKOOGaKTe-
puhn (MMKpoBGUOSIOrM4yecKoe (KynbTypasbHOE) uccnefoBa-
HWEe MOKPOTbI Ha adpobHble U daKyNbTaTUBHO-aHa3apo6Hble
MUKPOOPraHn3mbl; MUMKPOOGMONOrM4ecKoe (KynbTypanbHoe)
nuccnegoBaHMe MOKPOTblI Ha rpubbl (APOXKIKEBbIE U MULE-
NManbHble); MONEKYNAPHO-6MONIOrMYECKOEe WUccnegoBaHne
MOKPOTbI, GPOHX0a/IbBEONSAPHON NaBaXXHOM XMAKOCTU
WM NPOMBbIBHbIX BOA 6pOHX0B Ans AnddepeHumaLmn BuaoB
Mycobacterium tuberculosis complex (M. tuberculosis,



M. bovis, M. bovis BCG)) n perucrtpauus 3neKTpoKapamo-
rpaMMmbl 419 UCKIOYEHWS yAIMHEHHOrO MHTepBana QT.

JledeHne o060CTPEHHNI GPOHXUANIbHOMU aCcTMbl

[MpenapaTamu nNepBon NMHUKU Npu o6ocTpeHun BA aBns-
totes KABA u AOAX nHransumoHHo, UMK (npeanoyvtuTenbHo
yepes Hebynansep), cl'K n okcureHoTepanms.

PekomeHayeTca Ha3HayeHWe MNOBTOPHbLIX WHranaummn
CeNeKTUBHOro B2-agpeHomumetnka (KABA) namn B coveta-
HUW C M-XOSIMHOBNOKaTOPOM BCEM MaLMeHTaM npu 060cTpe-
HUn BA [243-245]. YpoBeHb y6eauTe/IbHOCTU pEeKOMeHAa-
ymi — A (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/bcTB — 1).

[Josza KABA 6yaet 3aBMCETb OT CTEMNEHM TAXKECTU 060CT-
pPEeHUs U CKOPOCTM OTBETa Ha Tepanuio. Jlerkne 060CTpeHus
Kynupytotcs 2—4 posamun KABA ¢ nomoubio AN Kaable
3-4 4; 060CTPEHNA CPEAHEN TAKECTU TPebyOT Ha3HaYeHUs
6-10 po3 KABA kaxable 1-2 4 [243-245]. [1o3bl npenapaToB
noa6mpatoT B 3aBUCUMOCTHM OT OTBETA KOHKPETHOMO NaLuueHTa.

Mcnonb3oBaHWe KOMGUHaLMK B2-aroHUCTa U unpaTpo-
nus 6poMuia CONpPOBOXAAETCH CHUXKEHMEM 4acTOTbl roc-
nuTanuM3aunin n 6onee BbipaxKeHHbIM ynydweHvem [1CB
1 O®B,. Y neten, Kak 1 y B3pOCblX, Mpn 060CTPeHUM Npea-
NoYTUTENIbHbIM YCTPOWCTBOM [JOCTaBKu gasnstotca JAU +
cnencep nnn UK-Hebynansep.

CanbbyTamon B [0O3MPOBaHHOM a3p030/1bHOM MHrass-
Tope peKoMeHAyeTcs Ha3HayaTb JeTsaM ¢ 2 feT M B3poc-
nbiM 100-200 MKr, pacTtBop A5 MHranasiuuim ¢ nomolblo
Hebynansepa — pgetam oT 18 mec u ctapwe 2,5 mr (Bos-
MOXHO MpoBefeHNe MOBTOPHbLIX MHIaNAUUM C MHTEPBANOM
He meHee 30 MUH 10 4 pa3a B CYTKMK).

JleBocanbbyTamon B [0O3MPOBaAHHOM a3po030/1bHOM
MHransTope peKoMeHayeTcs Ha3HayaTb getam oT 4 net
1 B3pocabiM 45-90 MKr no noTpebHOCTH (MaKcMMmanbHas
nosa 540 MKr/cyT).

deHoTEPON B AO3MPOBAHHOM a3p030JIbHOM MHransTope
pekomeHayeTcs HasHadvaTb AeTam ¢ 4 neT 100 MKr no 1 uHra-
NAUMK (NPU HEADDEKTUBHOCTU NALMEHTY CieayeT He3ameLnn-
TeNbHO 06pPaTUTLCS 3a MEAMLMHCKOM MOMOLLbIO); B3POC/bIM
no 100-200 MKr no 1-2 uvHransuum no noTpebHOCTU (MakK-
CcuMMasbHasa Ao3a no NoTpebHOCTU — 8 UHransLMM B CYTKM).

UnpaTtponus 6pomug + peHoTepos1 pacTBoOp A/1S UHra-
aaumk 0,25 mr + 0,5 Mr/mMn pekomeHayeTcs HasHayaTb
C Nomolbto Hebynansepa AETAM NPU IEFKOM U CpefHeTsxe-
IOM 060CTPEHUN MNajLue 6 NeT ¢ Maccon Tefla MmeHee 22 Kr
13 pacyeta 2 Kanau (0,1 mn) Ha KMnorpamm Macchl Tena,
HO He 6onee 10 Kanenb (Mpu TSXKENOM 060CTPEHWUM Ao03a
MOXKeT 6blTb yBenuyeHa go 20 Kanesb), pa3BoanTb B 3—4 MA
0,9% pacTBOpa HaTpua xnopuaa, AeTam oT 6 ao 12 net —
oT 10 kanenb (0,5 mMn) A0 MaKCMManbHOW CyTOYHOM A03bl
40 Kanenb (2 Mn), nogpoctkam oT 12 net v B3POC/bIM
pasoBas f03a Npv JIErKOM U CpeaHEeTaKeNoM 060CTpeHUU
HagHa4yaeTcs Bpa4yoM WMHAMBUAYaANbHO, COMNAaCHO MHCTPYK-
LMK 06bl4HO cocTaBnseT 20 Kanesb, Npu Taenom obocTpe-
HUKM JO3a MOXKET OblTb yBeNnYeHa (COrnacHO MHCTPYKLNK,
y B3pOCbIX MaKcumanbHas cytodHas gosa — 80 Kanesnb).
MOo3KeT NPUMEHATLCA TaKXe B BUAE JO3MPOBaHHOIMo aspo-
30/1bHOrO MHransaTopa y aeten ot 6 NeT U B3pocblx (cornac-
HO UHCTPYKLKHN).

PekomeHayeTca HasHavyeHne NOBTOPHbIX MHraNsauum 6yae-
coHmaa (nocne uHransuun KABA wnn kom6uHauun KABA +
unparponus 6pomMuKa) BCEM NauneHTam npu obocTpeHnn bA
[30, 246-259]. YpoBeHb y6eaUTEe/NIbHOCTU peKoMeHAa-
ymi — B (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/ibcTB — 1).

lMpoBefeHHble WUCCNefoBaHWs MNoKasanu, 4To Tepa-
N1 MHransuMoHHbIM 6yAECOHUAOM B BbICOKMX JO3ax (414
B3POC/bIX — B cpeaHew fo3e 4 mr/c, ans aeten — 1-2 mr/c)
npMBOAMAA K BblpaXeHHOMY yiydweHuio napametpos ®B/,

W KJAMHWYECKMUX MOKasaTenen y nauueHToB ¢ 060CTPEHM-
amu BA B oTAeNneHuaX HEeOTNOXKHOW MOMOLLUX WU CheLu-
ann3MpoBaHHOM OTAENEHUN B TeyeHue 3—7 AHen Tepanuu
W He COMpOoBOXAanacb 3Ha4MMbIMU NOBOYHBIMU abPeKTamMu
[30, 246-259]. PaHHee (c Ha4yana 06OCTPEHMS) Ha3Ha-
yeHue OygecoHuaa B BbICOKMX JO3ax Mpu amMbynatopHOM
neyeHmm obocTpeHnss BA accouMMpoBaHO CO CHUMKEHWEM
noTpebHOCTM B nepopasnbHon Tepanuu clK u rocnutanu-
3aumnn [260]. B HECKONbKMX MUCCNefoBaHUSX CpaBHWBaNU
6ygecoHna, Ha3HavyaeMbli Yyepe3 Hebynan3ep B BbICOKMX
f4o3ax, ¢ nepopanbHbiMu cl'K, NpegHNU3010HOM y B3POCbIX
[256, 257] v peten [30, 255, 261-263] co cpeaHeTsKe-
NbIM 060CTpeHneM BA, Npoxoasiumx nevyeHne B OTAENEHUN
HEOT/IOXKHOM MOMOLLM UK FOCNUTANU3UPOBAHHbIX, KOTOPbIE
MoKasasiu COMocTaBuMbIi pesynbtar B yiyduieHun OPB,,
npu aTom 6yaecoHni GbicTpee ynydlan ayCKynbTaTUBHYIO
KapTWUHy No cpaBHeHuto ¢ clK. B HecKoNbKMX paHLoMu-
3UMPOBAHHbLIX ABOWHbIX CMEMNbIX WCCNEf0BAHUAX CpPaBHUIU
MHransgaunoHHbIn 6yaeconns B AN ¢ npegHM3010HOM Y NaLm-
€HTOB, BbINMNCAHHbIX U3 60NbHKMLIBbI NOCE OCTPOro NpucTyna
BA [264-266], B ABYX M3 KOTOpbIX 6Gblna NoATBeEpKAeHa
conoctaBumMasn aGPEeKTUBHOCTb ABYX BapUAHTOB NeYEHUS,
B Apyrom — 6yaeconug AN B fo3e 600 MKr 4yeTbipe pasa
B A€Hb B TeyeHne 7-10 gHemn 6bin cTOoNb e 3dDEKTUBEH,
KaK 1 NpeaHn30a0H B ao3e 40 Mr B A€Hb, C TOYKMU 3peHUs
4acToTbl PELMAMBOB, Ka4eCcTBa MU3HU, CUMNTOMOB U Napa-
METPOB CNMPOMETPUU. Bce neanaTpnyeckune nccnegoBaHmns
Ha CeroAHsALWHNIN JeHb NOKa3dblBaloT conoctaBnumyto addek-
TUBHOCTb MHransunMoHHoro 6ygecoHnga v nepopanbHbix cl'K
B KOHTpOJ1e oCTpbix 060cTpeHnt BA. Oco6eHHOCTbIO pe3yib-
TaToB UccnefoBaHuM y aeter Obll 04eBUAHbIM MOTEHLMan
CHUXEHUS NOTPebNeHns PeCypcoB 34PaBOOXPaHEHHUS, O YeM
CBMAETENbCTBYIOT COKpalleHNe BPEMEHW rocnutanuadauum
WY YCKOPEHHas BbIMUCKa U3 601bHULbI Y NALMEHTOB, NOy-
YaBLWMX MHFaNSLMOHHbIN ByAeCOHUA.

byaecoHns cycrneHsuio A8 MHraasymi pekomeHayetcs
Ha3Ha4yaTb C NOMOLLbO HeGynamnaepa geTam oT 6 mec 250—
500 MKr 1-2 pa3sa B AeHb (npu Taxenom 060cTpeHnn 103a
MOXKeT 6bITb yBennMyeHa A0 2 Mr/cyT), B3pOC/biM B 3aBUCH-
MOCTK OT CTEMNeHu TaXecTn ob6ocTpeHns 1-2 mr 1-2 pasa
B A€Hb (NpM TSKenom 060CTPEHUMN Y B3POCHbIX A03a MOXKET
ObITb YBENMYEeHa COrNacHO MHCTPYKLMKU NO MEAMLMHCKOMY
NPUMEHEHMUIO).

PexkomeHayeTcst B3POCAbIM, MOAPOCTKaM M AeTam oT 6 4o
11 net ¢ o6ocTpeHnemM BA, nony4vawowmnm 6asncHylo Tepa-
nuio Nnpenapatamu, cogepxawmmm UMK, ygenmyntb nx osy
B 2 pas3a Ha 2—-4 Hej, a NauMeHTaMm, paHee He NoyyYaBLunm
UrK, cneayet Hadatb 6asucHyto Tepanuio UMK B aose,
B 2 pasa npeBblllalowen HU3KYIO A03Y, C LieNblo YyMEHbLIEHUS
BOCMaNeHUs, YCKOPEHUS KynupoBaHUs o060CTpeHus [6, 19].
YpoBeHb yoeauTenbHoCcTH peKomeHgauuii — C (ypoBeHb
AI0OCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

MauneHTam C ynyylweHuem KIMHUYECKON CUTyaLmu npu
Nle4eHnn 060CTpeHUs B TedeHue 3—4 4 W Npu panbHewn-
Lwem ie4yeHnr B ambynaTopHbIX YCI0BUAX CieayeT NpoBeCTH
NOBTOPHbI OCMOTP B CPeAHeEM yepeld 2—7 CyT B3POC/biM
M yepes 1-2 gHA AeTSIM C LeNblo OLEHKU 3PDEKTUBHOCTH
Tepanuu o6ocTpeHus BA. log ynydlweHWeM MOHUMatoT-
CSl YMEHbLIEHWE BbIPaXXEHHOCTU CUMMTOMOB O6OCTPEHUS
BA, otcytctBMe noTtpebHocTn B KABA, noBbiweHne CB
0 > 60-80% OT AOMKHOI0 MK NyyLlero MHAUMBUAyanbHOro
nokasartens, catypaumsa > 94% npu AblxaHWKM aTMocdep-
HbIM BO3ayxoM. [epes TemM KaK OTNyCTUTb NaLueHTa JOMOM
noa HabnogeHue, He06X0AMMO MPOBEPUTb TEXHUKY WHra-
NAUMK U BblAaTb PeEKOMeHAauun no Tepanun o60CTpeHus
BA. K noanepxuBatowen tepanun UMK npexHero ypoBHS
MOYHO BEPHYTbCS cnycTs 2—4 Hef OT Havyana 060CTPEHUS.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

OpHako ecnu ob6ocTpeHue pa3Buiocb Ha GoHe HepocTa-
TOYHOro KoHTposs BA y naumeHTa ¢ NpaBWU/IbHOW TEXHUKOM
MHransaUMmM 1 XopoLlen NPUBEPIKEHHOCTLIO IeYeHuUIo, HEOb-
XOAMMO PacCcMOTPETb nepexos Ha 60see BbICOKYIO CTyNeHb
nevyeHuns bA.

PekomeHayeTcs naumeHTam CO CPeAHETIKENbIM U Txe-
NbIM o6ocTpeHneM BA paccmoTpeTb BOMPOC O Ha3Ha4yeHuu
clK ¢ uenblo KynnpoBaHUsa 060CTPEHUS U yNyYLIEHUS PYHK-
UMK nerkux [258, 259, 267-274]. YpoBeHb y6eauTeNb-
HOCTH peKkomMeHpaumii — A (ypoBeHb JOCTOBEPHOCTH
AOKa3aTe/bCTB — 2).

HasHayeHne clK 0CO6EHHO MoKa3aHO MpW HaIMyuu
npu3HakoB [H; ecnu HavanbHas Tepanus MHransLuMOHHbI-
MKW CENEKTUBHbIMU B2-afpeHOMUMETUKAMK He obecneynna
LNUTENBHOIO yNy4yleHus; 060CTPEHNE Pas3BMAOCL Y NaLu-
€HTa, y}e nonyvatwwero nepopanbHble c[K Ha perynsap-
HOM OCHOBE; npejwecTByloWme 060CTpeHUs TpeboBanu
Ha3Ha4veHus clK.

MepopanbHble c'K 06bIYHO He ycTynatoT No abPeKTuB-
HOCTWM BHYTPMBEHHbLIM CI'K M ABASIOTCA NpeanoYTUTENbHbI-
MU cpeacTBaMu, OCOGEHHO B MeauaTtpu4yecKon npakTuke
W NpWU HETSXKEeNbIX 060CTPEHMAX Y B3POCbIX. PekomeHaye-
mMas [o3a npeaHn30n0Ha AN B3POCIbIX M NOAPOCTKOB
coctaBnsgetr 20-30 wmr/kr/cyT, ana aeten 6-11 netr —
1-2 mr/kr/cyT (ao 40 Mr/cyT makcumym). MNpoaomKnTenb-
HOCTb Kypca fle4eHus, KaK NpaBmio, COCTaBNSET Y B3POC/bIX
5-7 nHen, y netent — 3—-5 aHen.

Y naumeHToB C TaxenblM o6ocTpeHnem bA, He cnoco6-
HbIX NPUHMMAaTb NpenapaTbl per 0S BCNeACTBUE BblpaxKeH-
HOW OAbIWKK MAX NPOBEAEHUSA PECNMPATOPHON NOLLEPHKKM,
peKkomeHayeTcs napeHTepanbHoe BBeaeHue clK [19].

OTMeHy HasHayeHHbIx cI'K peKkomeHgyeTcsi NpoBOAUTb
TONbKO Ha ¢poHe Ha3Ha4veHusa UMK [20, 21].

PekomeHayeTcs nauueHtTam ¢ TaKelbiM 060CTpeEHUEM
BA (B TOM 4yucne ¢ acTMaTM4eCKUM CTaTyCoM), HaxoA4sLnM-
CSl Ha NeYyeHun B Ccneunannu3MpoBaHHOM OTAeNeHun, 6no-
Ke WM OTAENIEHMM MHTEHCUMBHOW Tepanuu (peaHumauum),
npu HeadpPEeKTUBHOCTHU (OTCYTCTBUKN addEKTa OT) NOBTOPHbIX
WHransiuMm ceneKkTuBHoro B2-agpeHommmeTrka u/mnn OAX
WHransuMoHHO Yeped Hebynamsep, UMK vyepes Hebynanzep,
clK 1 oKcureHoTepanuu, a Tak»Ke Npu OTCYTCTBMM MPOTUBO-
NOKa3aHUM K NPUMEHEHMIO (HapylweHWe CepaeyHoro puTMma,
anunencus, ocTpas cepaeyHas HefOCTaTOYHOCTb, S3BEHHAs
60/1e3Hb XKenyaKka 1 ABeHaALaTMNEePCTHOM KMLIKK B 060CTpe-
HWUW, FeMopparnyecKknn MHCYNbT, TMNEpPYyBCTBUTENBHOCTb
K KCaHTMHaM W 3TUAEHANAMUHY U p., COrNIaCHO UHCTPYKLNK)
paccMoTpeTb BO3MOXHOCTb Ha3Ha4yeHus aMUHODUAIMHA
C LeNbio AOCTUIKEHUS BbICTPOrO GPOHXONUTUYECKOTO 3D dEK-
Ta [275-285]. YpoBeHb y6eaMTEeNIbHOCTH PeKoOMeHpaa-
ymi — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbcTB — 5).

CornacHo MexayHapoaHbIM peKoMeHAauusM, Npu Head-
GEKTUBHOCTM NpenapaTos NEPBOM IMHUKU NPU 060CTPeHUn BA
(KABA vnun kombuHaumnsa KABA v AOAX, cl'K) pekomeHayeTtcs
npMMeHeHne pacTBopa cynbdaTa MarHus yepes Hebynansep
W/ BHYTPUBEHHO, O4HAKO, COrNMacHO MHCTPYKLUMK, AaHHbIN
npenapar He UMeEeT TaKOoro NoKa3aHus K MPUMEHEHMUIO.

B 10 Xe BpemMsi aMMHOOWUNAMH MMeeT NOoKalaHus
K MPUMEHEHUIO NPKU TAXKENOM 060CTpeHun BA, B TOM 4yuc-
ne npuv acTMaTMYeCcKOM cTaTyce, MMeeT MPOLOIKUTENb-
HbIM yCMNeLWHbIM onblT NpumeHeHus (6onee 50 neT) MU BXO-
AWN B MeXAyHapOAHble U OTeYeCTBEHHble peKoMeHAauuu
no ne4veHunto BA Npu oKasaHW HEOTNOXKHOW U CTaLlMOHAPHOWM
nomolum go 2020 r.: «BHyTpuBEeHHOe BBeaeHne aMUHODUN-
NIMHA peKoMeHAayeTcs B3POCAbIM M AeTaMm cTaple 2 net
C TSXKENOW WK yrpoxKalouwen Xn3Hu bA, He oTBevalolWnm
Ha MaKcuMManbHble 403bl MHIaNAUMOHHbLIX GPOHXOIMTUKOB
n cTepounaoB» [286].

TeodnnnunHbl B HU3KMX JO3ax, MOMUMO GPOHXONUTUYE-
CKOro JeNCcTBUS, TaKKe o6nagatoT NpOTMBOBOCNANUTESbHbI-
MU CBOMCTBaMM, Cpean KOTOPbIX Hanboee BaXKHbIM ABNSET-
€51 UX CNOCOBHOCTb BOCCTaHaBAMBaTb FTMCTOHAeaL.eTunasy 2
(HDAC?2), akTMBHOCTb KOTOPOW NPUBOAMUT K YIyYLIEHUIO YyB-
cTBUTENBHOCTU K K [287-289].

OrpaHuyeHne nNpUMEHEeHUsa aMUHODUANMHA KMeno
MECTO B CBfI3U C MOTEHLMaNbHO Cepbe3HbIMU MOBOYHbI-
Mn adbdeKTamm npu GbICTPOM (CTPYMHOM) BHYTPUBEHHOM
BBEAEHUM U BBEAEHUN B BbICOKMX Ao3ax (6onee 20 mr/mn)
B BMUAE TOLWHOTbI, PBOThI M HApyLWeHUs cepaeyHOro purma.

CornacHo KOKpeWHOBCKOMY 0630py, pAobaBne-
HMEe aMMHOOUANMHA K WHFaNAUMOHHBIM CENEKTUBHbIM
B2-agpeHomumeTMKaM M K He OKazano [ONONHUTENb-
HOro MNO3UTUBHOIO 3ddeKTa B OTHOWEHUU COKpalle-
HUS CPOKOB rocnuTanu3aumn [290]. B atom ke o0630pe
Oblin 0BGHapyXKeHbl AOKa3aTeNnbCTBa TOro, 4YTO y AeTew,
nosy4yaBwux amMUHOOUNNMH, Habnwohanocb 6onbluee
ynydweHue OyHKUMM NEerkux, 4em y AeTen, nofyyasBLlunx
nnaue6o, Korga o6e rpynnbl NOAyYann MHransauMoHHble
OPOHXONUTUKKN (CENEKTUBHbIE B2-agpeHOMUMETUKN) U TK,
M OHW HE MONHOCTbIO pearMpoBasnun Ha 3TU HavaslbHble METO-
oAbl nedeHuns. OgHaKO MUCNoNb30BaHWE aMUHOPUAIK-
Ha TaKXXe MPUBOAMNO K YBENMYEHUIO PUCKA PBOTbI. [pK
3TOM CTOMT y4uTbiBaTb, YTO MOBTOPHOE MHOrFOKpaTHOE
npumeHeHne KABA MOXeT NpuMBOAUTbL K AeCeHCUTU3a-
UMK B2-agpeHopeLenTopoB U K pasBUTUIO onpeaeneHHbIX
No60YHbIX 3DDEKTOB.

B apyrom nccnegosaHum 66110 OTMEYEHO, YTO MPUMEHE-
HWE aMUHODUSIMHA Y AeTEN MOXKET ObITb LIeSIeCO06pasHbIM,
ecnun HabnoaatloTcsa TAXenble ocTpble 060CcTpeHns BA, Korga
OTBET Ha MaKCUMMasbHYylO Tepanuio (MHransuMoHHble GPOH-
xoaunatatopsbl U cl'K) nnoxon [66, 291-298].

Takum o6pas3oMm, UMeeTCcs HegoCTaToO4HOE KONMYecTBO
nccneaoBaHWin, pa3HOPOAHbIX MO BO3PACTY, CTEMEHM TaKe-
CTM 060CTPEHUS U HaNU4YMIO CONYTCTBYOWMUX 3aboneBaHni
nauMeHToB; TpebyeTcs NpoBefeHWe AanbHenWux uccne-
[oBaHUM B 3TOW o6nactu. Ho ¢ y4eToM BhbllLleCcKa3aHHOro
B cliyyae ¢dartanbHon BA U HeaddeKTUBHOCTU MOBTOP-
Hbix 103 KABA v clK npumeHeHne aMUHODUNNINHA B HU3-
KMX J03ax CNOCOGHO OKasaTb AOMOSHUTENbHYIO MNOb3y
3a cYyeT 6bICTPOro 6poHxopacwupstowero apdeKTa U CHU-
3UTb PUCKM NleTaNbHbIX UCXOA0B. NMpuMmeHeHne aMrHobuN-
/IMHa B AAHHOM CUTyauWMW He MPOTUBOPEYUT MHCTPYKLUM
K npenaparty.

AMWUHOQUIIIMH pacTBOP AJ11 UHbEKUMI — pa3oBas 403a
ana pneten 2-3 Mr/Kr macchl Tena (Ho He 6onee 240 wmr),
ana B3pocnbix — 5-10 mn pactBopa 24 mr/mn 1-2 pasa
B CYTKM BHYTPMBEHHO MeANIEHHO (KanenbHo).

PekomeHayeTcs nauneHTam ¢ o6ocTtpeHnem bA Ha doHe
6aKTepuanbHOW WHPEKLUUU (BPOHXWUT, MHEBMOHUSA, OGaKTe-
puanbHbIM PUHOCHUHYCUT) PacCMOTPETb BOMPOC O Ha3Ha-
YeHUU MPOTUBOMMKPOOHLIX MpenapaToB CUCTEMHOIO AeW-
cTBuA [52]. YpoBeHb y6eauTeIbHOCTHU peKoMeH[aunn — C
(ypoBeHb JOCTOBEPHOCTH JOKa3aTe/lbCTB — 5).

He pekomeHayeTcs pyTMHHOE MpUMeHeHWe aHTubaKTe-
puanbHbIX NpenapaToB CUCTEMHOIO AENCTBUSA Npu o6oCTpe-
HUKU BA, 3a UCKIOYEHNEM HAIMYUSA YETKMX YKa3aHW Ha 6aK-
TepuanbHylo MHOEKLMIO (Hanpumep, NHEBMOHMIO) [52].

PecnupatopHas Tepanua 6poHXuanbHOMU acTMbl

PekomeHayeTca nauveHTam B o6ocTpeHun BA ¢ npwu-
3HaKamu [JH npoBefeHue pecnupatopHOW Tepanuu Ans
nogaepxaHua abixaTenbHon GYHKUUKU, IeYEHUS TUMOKCUK
M npodunakTUkn ocnoxHernmn [131, 293-302]. YpoBeHb
y6eanTeNIbHOCTU peKomeHgauuin — C (ypoBeHb JOCTO-
BEepPHOCTH JOKa3aTe/ibCTB — 5).



MoryT npMMeHATbCA pasfiMyHble BUAbI pecnupaTopHOMn

Tepanuu:

° OKcureHotepanus (KUcnopogHasa Tepanus);

°  re/IMoKc-Tepanusg (Tepanus reIM-KUCcnopoaHom CMECHIO);
° BbICOKOMOTOYHAs Ha3anbHas OKCUreHoTepanus;

° HewuHBasuBHasa UBJ1 (HUBJT);

° WHBa3unBHada MNBJI.

Bbi6op meToanKm M o6opyaoBaHMa 3aBUCUT OT BO3pac-
Ta, COCTOSIHMS NauuMeHTa u Tsectu JH.

PekomeHayeTca naymeHtam ¢ o6ocTtpeHnem BA npose-
[EeHNEe OKCUreHOoTepanuu B Cliydae CHUMKEHWS HacblWweHus
KPOBW KUCNOPOAOM ANS NOAAEPXKaHUsA YPOBHS caTypalumu
93-95% y B3poc/blXx U MNOAPOCTKOB M 94-98% y peten
0-11 net [114, 129, 293-295, 297, 299, 300]. ¥YpoBeHb
y6eanuTeNbHOCTH peKomeHgaunin — C (ypoBeHb JOCTO-
BEepPHOCTH JOKa3aTe/bCTB — 5).

MpeanoyTnTENbHO TUTPOBATb MOAadvy Kucnopoda noj
KOHTpONeM NnoKaszaTesnew NyJbCOKCUMETPUU. Y rocnutanu-
3UPOBaHHbIX MauMeHTOB ¢ 060CTpeHneM BA KoHTponupy-
emMas unuM TUTPOBaHHas OKCUreHoTepanus accouuupyeTcs
¢ 605nee HW3KOM CMEPTHOCTbIO, YeM MPKU MCMOb30BaHUK
100% O, [114, 129, 293-295, 297, 299, 300]. Mpu oTcyT-
CTBMMW MyNbCOKCMMETPA HE PEKOMEHAYeTCs OTKa3blBaTbCs
OT MCMNONb30BaHUS KUCAOPOAHOM cMecu. OgHaKo B AaH-
HOM clly4yae COCTOsfiHME MauueHTa TpebyeT TwaTelbHOro
KOHTPOAIA Ha NpeaMET yXYALUEeHUS COCTOSIHUS, COHIMBOCTH
UK yTOMASIEMOCTU BCNEACTBME Pa3BUTUS TMMNEepKanHuu
n OH [114, 293, 294, 302].

Y B3pOCAbIX YPOBEHb HACLIWEHUSA KUCIOPOAOM KPOBM
He JO/MKeH npeBblwaTtb 96% npu AONONHUTENBHOM Ha3Ha-
YeHun Kucnopogotepanuun [301]. Yeennuenne SpO, Bbilwe
LeneBblX 3Ha4YEeHUM CONPOBOXKAAETCSH PUCKOM FMNEPOKCUH,
KoTopas oTpuuaTenbHO BAMSET Ha MCxodbl 3aboneBaHus
W NPUBOAMT K Nepepacxogy Kucnopoga.

HeBo3MOXKHOCTb A0CTMYb Pal, Bbie 60 MM pT. CT.
NpU UCMONb30BAHUN TaKUX 403 KUCopoAa MOXET cBuae-
TeNbCTBOBATb O Ha/M4MU UCTUHHOIO LWYHTa W, clefjoBa-
TenbHO, NpegnonaraeT Apyrue NnpuYmMHbl TMNOKCEMUM (Halle
BCEro aTefnekrad [O/M WM BCEro nerkoro BCneacTsue
MOJIHOM 3aKyNopKW OGPOHXOB TYCTOM BSA3KOM MOKPOTOM,
BO3MOXHO TaK)Ke Hanuyme nHeBMOTOpaKca, MHEBMOHWMH,
Nlero4yHom am60umn).

PekomeHgyetcs nposeaeHne HUBJT nauneHTam no6oro
BO3pacTa ¢ 060CcTpeHneM BA npu HaNUYUK TSKENON OAblLL-
KW, TMUNEepKanHuu, KAMHUYECKUX MPU3HAKOB MOBLILWEHHOM
paboTbl AblXxaTeNbHOM MyCKynaTypbl, HO 6€3 Mpu3HaKoB
YTOMJIEHUA MblWL, M 6€e3 HapylweHUs YPOBHSA CO3HaHUA
(ornyweHne uMnanM Koma) C Lenblo KynupoBaHUS CUMNTO-
MoB [129, 295-297, 301]. YpoBeHb y6eauTE/IbHOCTHU
peKomeHaaymin — C (ypoBeHb JOCTOBEPHOCTH [OKa3a-
Te/NbCTB — 5).

Bo3MOXHOCTb ycnewHoro npumeHeHuns HUBJT y nauwm-
€eHTOB ¢ ob6ocTpeHuMem DA 6blna npoaemMOHCTpUpoBaHa
B HECKOJ/IbKMX NMPOCMNEKTUBHbIX McCneaoBaHusax [295, 296].
B 6onblWwKHCTBE cNydYaeB nauueHTbl, nony4vaswue HWUBIJI,
He TpeboBann HeMeaeHHOro NPOBEAEHNS MHTYBaLMKN Tpa-
xen n MBJ1 n xapaKTepu3nMpoBainCb MEHbLIEN TAXKECTbIO
O[JH no cpaBHeHMIO C NauneHTaMu, KOTOpbIM NPOBOAMNacCh
TpaguunoHHasa UBJI.

PekomeHayeTca paccMmoTpeTb npoBegeHue WUBJT nauwm-
eHTaMm Niloboro Bo3pacTa ¢ o6ocTpeHnem BA B Tex cnyyasx,
Korga BcCe [pyrve BuAbl KOHCEPBATMBHOW Tepanuu OKasa-
NMcb HeadbdPeKTUBHbIMK [129, 297, 299-301]. YpoBeHb
y6eanuTeNbHOCTH peKomeHgaunin — C (ypoBeHb JOCTO-
BEpPHOCTHU JOKa3aTe/bCTB — 5).

UHTYyGaums v UBJT MOryT cnactu }U3Hb, HO UX UCMOJIb-
30BaHWe y neguaTpuyecKkux naumeHToB ¢ BA conpsikeHo

CO 3Ha4YUTENbHbIMU NOBOYHBIMU addeKTamu. o 45% nauu-
€HTOB, MHTYOMPOBAHHbIX M3-3a BA, UMEIOT OCNOXKHEHUS,
BK/lOYas MHEBMOHMWIO, MHEBMOTOPAKC, NMHEBMOMEAMACTH-
HYM UM cepaeydHo-cocyancTbin Konnanc [303, 304]. 370t
PUCK NOAYEPKMBAET Ba)XHOCTb afeKBaTHOro, 6GbICTPOro
W arpeccuMBHOrO HavyallbHOrO SIe4EHNUS OCTPbIX 06OCTPEHMM.
MHTy6auuio u MBJ1 cnegyeT HayuHaTb TOMbLKO MpPU OTCYT-
CcTBUKN 3addeKTa OT ONTUMUIUPOBAHHOM NEPBUYHON MOMOLLM,
TOMbKO CaMbIM OMbITHLIM CreuManncTam v NpeanoyTuTeNb-
HO COBMECTHO CO CMeLManucTomM OTAeNEeHUS UHTEHCUBHOM
Tepanuu. B Takux cutyaumsax KetamMuH OObl4HO cyMTaeTcs
npenapatom Bbl6opa ANs MHAYKLMK U MOCTOSAHHOW cefauunmn
[129, 300]. NMpoBoaUTCS 06LIYHO B CTALLMOHAPHbIX YCNOBUSAX.

SNMMMHALMOHHbIE MEPONPUATUS

AnMMUHaUKA, WAK yaaneHWe MNPUYUHHO-3HAYUMbIX an-
NIEPreHoB, OTHOCUTCH K 3TMOMNaToreHeTUYeCKUM MeTodam
neyeHusa anneprum v nogxoaut ana BA annepruyeckoro
deHoTHna. B 601blIMHCTBE Cy4aeB NMOSHOCTbIO UCKNIOYUTD
KOHTaKT C anepreHoM HEBO3MOXHO.

PekomeHayeTcs BceM MauueHTam C anjiepruyeckon
(atonnyeckon) BA npoBeneHWe IANUMUHALMOHHBIX Mepo-
NPUATUA B OTHOLIEHMM MPUYUHHO-3HAYUMBIX annepreHos
C LEeNbl0 yMEeHbLIEeHUS Bblpa)KEHHOCTM cumnTomMoB BA
N CHUXXeHMS GapmMaKonornyeckom Harpysku [52, 305-309].
YpoBeHb yoeanuTenbHoCcTH peKomeHgauuii — C (ypoBeHb
AI0OCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

[lake 4YacTMyHoe BbINOMHEHWUE MeEpP, NUMUHUPYIOLWMX
annepreH, obneryaet TeyeHMe 3abONeBaHWS, CHUKaeET
HEeo6X0AMMOCTb MCNONb30BaHWUA NIEKaApPCTB, B TOM 4ucne
W cunbHogencTByowmx. Oco6oe BHUMaHUE PEKOMEHAYIOT
YAENATb 3TUM MEPOMNpPUATUSAM, KOrAa CYLLeCTBYIOT CEpbes-
Hble OrpaHuyeHns ans npuema MHormx GapmaKkonorMyecKmx
npenapaToB (6epeMeHHOCTb, pPaHHMM BO3pPacT, Halauyue
COMyTCTBYIOLWEN NaToNornn) U NpyU HaaM4ymm CeHcubunusa-
UMK K anuaepmanbHbiM annepreHam [52, 306-309].

AnnepreH-cneuudpuyecKkas MMMyHoTepanus

ACUT — 0AMH 13 OCHOBHbIX METOLOB NaTOreHeTU4eCKOro
nevyeHus IgE-onocpeaoBaHHbIX annepruiyeckux 3abonesa-
HWI, 3aKloYaloWMINCa B AIUTENIBHOM PErYASPHOM npume-
HEHMU MOBTOPHbIX BbICOKMX A03 S1e4ebHOro anjepreHa cno-
co60M, OT/IMYaIOLWMMCS OT ero eCTECTBEHHOM 3KCMO3ULUK,
C LieN1bl0 MHAYKLMM UMMYHHOWM TONepaHTHOCTHU. KnnHuyeckui
pesynbtat ACUT BblpaxaeTcs B CHUXEHUW YYBCTBUTENbHO-
CTW OpraHuMama K NpUYnHHO-3HAYMMOMY anfiepreHy, yMeHb-
LWEHUN MHTEHCMBHOCTU CUMMTOMOB, CHUXKEHUM NOTPEBHOCTH
B MPUMEHEHUMN NEeKapCTBEHHbIX CPEACTB, NpefoTBpaLleHnUmn
pa3BuTUs BAy naLMeHTOB C annepruyecKkMM pUHUTOM 1 pac-
LIMpeHnsa crnekTpa ceHcnbumnusauymm [310, 311].

PekomeHayeTca npoBeaeHne ACUT (cyb6auHrBanbHOM
WUAW NOAKOXHOM) NauMeHTam C KOHTPOJMPYyEMOW aTonu-
yeckon BA npu Hanvyun JOKa3aHHOW KIMHWYECKU 3Hauu-
MOW CeHCHbUnmMsaunmn nNpu OTCYTCTBUM MPOTUMBOMOKA3aHuM
C LEeNbl0 YMEHbLIEHWUS BbIPaXKEHHOCTU NPosiBAeHUI BA, cHu-
KEHUST NOTPEeBHOCTU B NIEKAPCTBEHHbLIX Npenapartax, BoOC-
CTAHOB/IEHUSA M3MEHEHHbIX NapamMeTpoB YHKLMU NErKux,
YMeHbLIEHNST BPOHXMANbHOW FMNEePPeaKTUBHOCTU M MOBbI-
leHna KavectBa *n3Hu [310-317]. YpoBeHb y6eauteb-
HOCTH peKomMeHpaumii — A (ypoBeHb [JOCTOBEPHOCTH
AOKasaTenbCcTB — 1).

Ona pocTuKeHust KOHTpons Hag cumntomamu BA BO3-
MO}HO WCMONb30BaHWE 0O6bLIX NPOTMBOACTMATUYECKMUX
npenapaTtos, Ha3Ha4YaeMbIx B KayecTBe 6a3MCHON Tepanuu
(ANTP, UTK B KavyecTBe MOHOTEpPanuu NM60 B KOMOUHALMK
¢ OABA w/vunn OOAX, MOHOKJ/IOHaNbHbIMU aHTUTENaMM),
3a ucknvermem clrK.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

PekomeHayeTtca npoBeaeHne ACUT cyGnanHrBanbHbiMK
annepreHamu 6bITOBbIMU (anfiepreHamMmun Kneuen gomallHewn
nbinn) (CNAUT KAM) netam ot 5 neT 1 B3POCAbIM C YHaCTUYHO
KOHTPONMPYEMOW atonuyeckon BA npu HanMynuu goKasaH-
HOM KNMHUYECKM 3HAYMMOM CEHCUBUAN3aUMK K annepreHam
Kfewen goMawHen noinn Dermatophagoides pteronyssinus
n/vnn Dermatophagoides farinae ¢ Lenblo AOCTUKEHUS KOH-
Tpons Hag cumntomamu BA [19, 306, 315-320]. YpoBeHb
yb6eanTeNIbHOCTH peKomeHzauui — A (YpOBeHb [OCTO-
BEpPHOCTH fOKa3aTe/ibcTB — 1).

MauneHTam € 4acTMYHO KoHTposnpyemon BA Ha ¢doHe
afleKBaTHOM npoTMBOacTMatTMyeckon dapmakoTepanuu
MOXeT OblTb Ha3HavyeHa ACUT cybGnuHreanbHbiMKU annep-
reHaMmu Kiewen AoMallHen MNblin Npu rnokasartensax OdDBl
6onee 70% OT OOMKHbBIX BEAMYMH U OTCYTCTBUM TSAXKENbIX
o6ocTpeHunit BA 3a nocnegHue 12 mec.

Xupypruueckoe neyeHume

B nogasnsiowem 601bWMHCTBE CAy4yaeB npoBeaeHue
XUPYPruyecKoro neveHns bA He nokasaHo.

B3pocnbim nauneHTam ¢ TaxeNbiM TedeHneM BA n Head-
GEeKTUBHOCTbIO MeAMKaMEHTO3HOM Tepanuu, BKIoYas
Tepanuio 5- CTyneHn, BOSMOXHO pPacCMOTPETb nposefe-
HWe B6poHxmanbHon Tepmonnactukn (BT) Npu OOCTYNHOCTH
ee npoBeaeHus [321-326]. YpoBeHb y6epaUTE/IbHOCTH
peKkomeHgaymi — C (ypoBeHb JOCTOBEPHOCTH [OKa3a-
T€eNbCTB — 4).

BT 6bina opgob6peHa B 2010 r. AN K/AMHWUYECKOTrO
ucnonb3oBaHusa B CLLUA, ¢ 2018 . goCTynHa Ha TepPPUTOPUH
Poccuiickon ®epepaumn. BT — meTon 3HAOCKOMMYECKOro
neyveHns Taxenon bA, HanpaBneHHbIM Ha KOPPEKLMIO peMo-
OeNMpoBaHMa 6GPOHXMANIbHOW CTEHKW. TOYKOM MPUSIOKEHUSA
ABNSETCA rMnepTpodmMpoBaHHbIA MagKOMbIWEYHbIN CNown
6pPOHXMaNbHON CTEHKWU, Ha KOTOPblIM BO3AENCTBYIOT KOH-
TPOMPYEMBIM PAAMOYACTOTHLIM TEMNOBbLIM WU3/y4YEeHUEM:
nooyepenHO B OCHOBHble GPOHXM MOL KOHTPONEM GPOHXO-
cKona (KecTKOro) BBOAMTCS PaAWOBOSIHOBOWM M3nyvaTefb,
KOTOPbIM paspyllaeT 4acTb MbllEYHbIX BOSIOKOH 6GpoHXa.
B nocneaylowem yMeHblIaeTcs Kak 06LWMin 06beM MblLleY-
HOM Maccbl, TaK U CMNOCOBHOCTb rMaAKOMbIWEYHbIX KNETOK
K COKpaLLEHUIO, a COOTBETCTBEHHO, CHUXKaAETCSH GPOHXOKOH-
CTPUKLNSA. BPOHXOOBCTPYKLNSA HE MOXKET ObITb TAKOW Bblpa-
JKEHHOW, KaK paHee, B peaynbrate MNpUCTynbl CTAHOBATCSH
6onee pegkuMu U MeHee MHTEHCUBHbIMU. [Mpoueaypa BT
06bI4HO MPOBOAMUTCS B TPU CeaHca CYMMapHOWN AJUTeNbHO-
CTbl0 OKONO Yaca. lpu 3TOM coXpaHseTcs cnas3mofiMTuye-
CKMW OTBET OCTaBLUENCH TNaAKoOW MycKynaTypbl GPOHXOB
Ha NnpumMeHseMble 6poHxoamMnaTaTopsl [321-326].

Mcnonb3oBanmne BT He o3HavyaeT, YTO MauMeHT MOXeT
OTKasaTbCA OT fleKapcTBEHHOW Tepanuu. lokasaHo, 4TO
nauueHTbl, nonyyaswune BT, 4EMOHCTPUPYIOT KAMHWMYECKM
3HAYUMbIA OTBET M CTATUCTUYECKU 3HAYMMOeE ynydlleHue
KoHTpons BA. lMposegeHne BT npuBoaMNO K COKpalleHUIO
yncna cepbesHbix 060CcTpeHun Ha 45%, Kpome Toro, nocne
BT ncnonb3oBaHue cl'K cHu3nnocb Ha 46% [323].

MeToabl HETPAAULIMOHHOM U anbTEePHATUBHOW

MeAULUHbI

B cBSI3n C OTCYTCTBMEM [OKa3aTeNbCTB MONOXKUTENb-
HOMO KJIMHUYECKOro BAUSHUSA Ha TevyeHue BA u ynydweHune
dYHKLMKM Nerkmx y naumeHToB ¢ BA He peKoMeHayeTes npu-
MEHEeHWe TaKnx MeTOA0B, KaK UroyKanblBaHWe, KUTancKas
MeauumMHa, romeonaTus, GuUTOTEpanus, TMNHO3, TEXHUKM
penakcauuu, NpMMEHEHME MOHM3ATOPOB BO3Ayxa, GU3MO-
Tepanusa [19, 327].

PekomeHgyeTcs nauveHTam ¢ BA abixaTenbHas rmMMHa-
CTUKa (Hanpumep, AbixaHne no metody byTeinKko) Kak Bcro-

MoraTefnibHOE CPEACTBO CHUMKEHWUS YPOBHS BOCMPUATUS CUM-
NTOMOB, MPEUMYLLECTBEHHO Y NaLMEHTOB C covyeTaHneM bA
W TMNEepPBEHTUNALMOHHOIO cuHaApoMa [328-335]. YpoBeHb
yb6eanTeNIbHOCTH peKoMeHjauun — B (ypoBeHb gocCTO-
BEpPHOCTH OKa3aTe/IbCTB — 2).

B aByx nccnepoBanmax [330, 331] noka3aHa BO3MOX-
HOCTb HEKOTOPOro YMEHbLEHWUS CMMMNTOMOB W NOTPebHO-
ctv B KABA npu BbINOSHEHWW AbIXaTelbHOW TMMHACTUKK
no bytenko, HO 6€3 BAUAHUSA Ha QYHKLMIO JIEFTKMX U BOCNa-
neHune. O6y4eHune abixateNbHOM TMMHaACTUKe cnegyeT npoBo-
[AWTb NOA4 KOHTPONIEM cheunanucTa.

0Cc0GEeHHOCTU lIe4eHUA GPOHXUANBbHOM

acTMbl y 6epeMeHHbIX U B Nepuoj rpyaHoro

BCKapM/IUMBaHuUA

dU3nonornyeckne U3MeHeHus, nponcxoaswme npu Ge-
pPEMEHHOCTH, MOTYT Bbi3BaTb KaK yXyALleHWe, TaK v yay4le-
HWe TevyeHnss BA. bepeMeHHOCTb MOXET BIUATb Ha TevyeHue
BA, a cama BA MOXeT BNUATb Ha 6EPEMEHHOCTb.

B nepunop 6epeMeHHOCTH Nog BAMSHUEM FrOPMOHaNbHbIX
N MexaHM4yeCcKMx GaKTOpPOB AblxaTeflbHas cucTema npetep-
neBaeT CyLLeCTBEHHbIE U3MEHEHUS: MPOUCXOANT NEepPecTPon-
Ka MEeXaHWKKW AbIXxaHWsl, UBMEHSIOTCSH BEHTUNSALMOHHO-NEP-
Py31MOHHble OTHoWeHUA [336]. B | TpumecTpe 6epeMeHHOCTH
BO3MOXHO pa3BUTUE TMNEPBEHTUNSALMM BCAEACTBUE TUNeEp-
nporecTepoHeMnn, UBMEHEHUS ra30BOro COCTaBa KPOBU —
noBblweHns cogepkanns PaCo,.

MosiBNeHne OAblWKK Ha MO34HMX CpOKax 6epeMeHHO-
CTV BO MHOIOM O6YC/N0B/EHO Pa3BUTMEM MEXaHWYECKOro
daKTopa, KOTOopblh ABASETCA CNeACTBMEM YyBENUYEHUS
o6beMa MaTKu. B pesynbrate faHHbIX U3MEHEHWI YyCy-
ryéonsioTca HapyweHua OB, cHwkatoTca MEJ, OXES,
O®B;. Mo Mepe yBennyeHus cpoKa recraLmu nosbiwaercs
COMPOTUBAEHMWE COCYAOB Manoro Kpyra KpoBoob6Gpalle-
HWUS, YTO TaKXKe Cnoco6CTBYET Pa3BUTUIO OAbIWKK. B cBA-
31 C 3TUM OfbllKa Bbl3blBaEeT onpeAeneHHble TPYAHOCTH
npuv npoBegeHnn anddepeHunansHON AMarHOCTUKM MEXAY
du3nonornyeckumm mameHeHuammn OB Ha doHe Gepe-
MEHHOCTU W NPOSABNEHUAMW BPOHX006CTPYKLUMK [336].
Hepenko y 6epemMeHHbix 6e3 coMaTU4EeCKOM NaTosiormu
pa3BMBaETCH OTEK CAN3UCTbIX 060/04EK HOCOMNOTKH, Tpa-
XEU W KPYMHbIX 6POHXO0B. [laHHble NposBAeHUs y 6epemeH-
HbiX ¢ BA TaK)e MoryT ycyrybnsatb cuMnToMaTuKy 3abone-
BaHUS.

YxyaweHuto TedyeHns BA cnoco6CTBYyeT HM3Kas KOM-
NNaeHTHOCTb: MHOTME MauMEeHTKM MblTaloTcs OTKasaTbes
oT npuema UMK n3-za 6093HU MX BO3MOXKHOIo No6OYHOro
aencteus. B Takux cnyyasx Bpady cnegyet 06bSCHUTb KeH-
WMHEe HeobXxoAMMOCTb NpoBeAeHUs 6Ga3MCHOM NPOTMBOBOC-
nanuTenbHOM Tepanuu B CBA3M C OTPULATENbHBIM BAUSHM-
eM HeKoHTponunpyeMon BA Ha BHYTpPUYTPOOHOro pebeHKa.
Cumntombl BA MoryT BnepBble NosSIBUTLCA BO Bpemsi 6epe-
MEHHOCTU BCNeACTBME M3MEHEHHOM PeaKTUMBHOCTWM opra-
HM3Ma W MOBbIWEHHON YYBCTBUTENIbHOCTU K 3HAOMEHHOMY
npoctarnaHanHy F2a (PGF2a) [337].

HeHWMmHbl, cTpajatowmne HEKOHTPOIMPYEMOM MKW Yac-
TUYHO KOHTponupyemon BA, nmetot 60bluyl0 BEPOSATHOCTb
POXKAEHUS AEeTeW C HU3KOM MacCcon Tena, HEBPOOrMYECKH-
MU paccTponcTBaMu, achUKCHeEN, BPOXKAEHHBIMU MOPOKaMM
pa3BuTuga. Hambonbliasa AONA POXAEHWUS OeTen ¢ masion
Maccow Tena Habn4aeTCs y XKEHLWMH, CTpajatowmnx CTepon-
nosaBucumon bA [338, 339].

BepemeHHble ¢ BA noaBep)KeHbl BbICOKOMY PUCKY pas-
BMTUSA TOKCMKO3a paHHero cpoka (37%), recto3a (43%),
yrpose npepbiBaHUa 6epemMeHHOCTU (26%), nnaueHTap-
HOM HeaoCTaTOYHOCTM (29%), NpexaeBpPEeMEHHbIX POAoB
(19%) [340].



AKYLIEPCKME OCNOXHEHMS, KaK NpaBuio, BCTpevatoTes
NpU TSXKENOM HEKOHTPOMPYEMOM TeYeHUM 3aboneBaHus.
OCHOBHbIM GaKTOPOM, KOTOPbIN MOXET OKa3blBaTb B/U-
SHWE Ha CHUXXEHWEe BEPOSTHOCTU Pa3BUTUS OCNOMHEHUMN
6epeMEHHOCTH, ABNAETCA JOCTUKEHNE MEANKAMEHTO3HOIO
KoHTpons BA [338, 341].

Mo aTn4ecKMM coobpaxKeHUsIM y 6epeMeHHbIX He MPOBO-
OMNOCb KOHTPOMMPYEMbIX MCCNeAoBaHWi ANa npenapaTtos,
ucnonb3yemblx npu BA. COOTBETCTBEHHO, ANA 3TUX npe-
napatoB He CyWwecTBYET AaHHbIX, NPOAEMOHCTPUPOBABLLMX
OTCYTCTBME pWUCKa ANa npeHaTanbHOro pebeHka B nt060M
TpumecTpe 6epeMeHHOCTU. HeKkoTopble MeguKameH-
Tbl, UCMNoNAb3yemble AN nevyeHuss BA, oTHoOcATCS K rpyn-
ne B (oTcyTCTBME pUCKa B MUCCNEfOBaHUSAX y 6GepeMeHHbIX
KMBOTHbIX, HalnMyuMe [aHHbIX CUCTEMaTU4eCKMXx 0630pOB
nccnefoBaHui «cilyda — KOHTPONib» 06 MCNONb30BaHWUK
y 6epeMEHHbIX XEHLLMH), KOTOpble HE UMEIOT JOKa3aTeNbCTB
puUCcKa ans yenoseka: 6yaecoHus.

BbonbWKWHCTBO npenapaTtoB, NpUMeHseMblix npu BA,
oTHOcKUTCA K rpynne C (CylwecTByeT WaHC Bpeaa Ans BHY-
TPUYyTPOGHOro pebeHKa, HO NoTeHUManbHas Nnofib3a MOXeT
nepeBecuTb NOTEHUMANbHbBIA PUCK): CanbMeTepos (B KOM-
6UHauuK ¢ GnyTMKkasoHoM), GopmMOTEPOSI, AEeKCaMeTa30H,
npegHU30/10H.

B nepvoa 6epemMeHHOCTV npeanoyTeHne cnegyet oTaa-
BaTb WHransguMoOHHbIM cpefcTBaM, usberas 6e3 ocobow
Heob6XxoaMMOCTH Ha3HavYeHus cl'K.

Bo Bpemsi poaoB NpucTyn yaywbsi pa3BUBaeTCs pPeako.
B otcyTtcTtBMe ob6ocTpeHuss BA KecapeBO ceyeHue MpoBoO-
ONTCS No 0ObIYHLIM aKyLlepCKMM MokasaHuam [342]. Ecau
6epemMeHHOM *eHlWwunHe ¢ BA noka3aHa aHecTe3us, To peru-
OHanbHasa 6/i0Kaga 6onee npeanoyTUTesibHa, 4Yem obLWum
HapKo3.

HKeHwnHaM, KOPMSALWKMM rpyablo, PEKOMEHAYETCSH UCNOSb-
30BaTb 6a3WCHYD MPOTMBOACTMATUYECKYl0 Tepanuio Kak
06bl4yHO [338, 341]. lNpu Ha3HavyeHUn Tepanuu B nepuos
rPYAHOrO BCKapM/aMBaHUS cneayeT no BO3MOXHOCTH Oorpa-
HUYUTBCA NIEKAPCTBEHHbIMKU CPeACTBaMMU ANA UHTansLUMOH-
HOrO NMPUMEHEHNUS C MUHUMaNbHOW CUCTEMHON GMOAOCTYM-
HoCTblo. Bce npenapaTbl ANF CUCTEMHOIO MPUMEHEHUS,
ucnonb3yemble Ans nevyeHus BA, npoHWKaloT B rpygHoe
MOJIOKO, COOTBETCTBEHHO, NPU HEOBXOANMMOCTH UX Ha3Ha4ye-
HWUS cneayeT pacCMOTPETL BONPOC O NPeKpaLLeHnn rpyaHoro
BCKapMAnBaHus.

PekomeHayeTcs TwartenbHoe HabnwgeHue 6GepemeH-
HbIX YXEHWMH ¢ BA gns coxpaHeHWs XOpowero KOHTPO-
na [341, 342]. YpoBeHb y6e[NUTe/IbHOCTH pPeKoMeHpaa-
ymit — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesbCTB — 5).

KoHTponb BA BaxeH BO BpemMs 6€peMeHHOCTM KaK ans
MaTepu, Tak M AN nNpeHaTanbHOro pebeHKa, yMeHblias
PUCK BO3MOMHbIX OC/IOXKHEHUN.

PeKkomeHayeTcs 0TKa3 OT KypeHusi 6epeMEHHbIM KEHLLM-
HaMm ¢ BA [341]. YpoBeHb y6e[NUTe/IbHOCTHU peKoMeHaa-
ymit — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesbCTB — 5).

BaHO, 4TOObI EHLMUHbI, KOTOPbIE KYPST, 3HaNH, Y4TO 370
OMacHO KaKk ANs caMoW XEeHLWMHbl, Tak u gnsa ee 6yayliero
pebeHKa.

PekomeHayeTca npofonxatb 6a3uCHyl Tepanuto,
Ha KOTOPOM paHee 6bla JOCTUTHYT KOHTPO/b, 6epeMeHHbIM
eHWMHam ¢ BA ans fanbHenWwero CoXxpaHeHUs KOHTPons
Hala BA v cHMXKeHus pucka deTanbHOM FMMOKCUMU U APYrKX
OCNIOXHEHUI TeveHna 6epeMeHHocTn [341, 342]. YpoBeHb
y6eanTeNbHOCTH peKomeHgauni — C (ypoBeHb JOCTO-
BEepPHOCTHU JOKa3aTe/bCTB — 5).

PekomeHayeTca Ha3HavaTb Ty XKe Tepanuio 6epeMeHHbIM
YEHLWMHaM npu obocTpeHnn BA, Kak U y HeGEepeEMEHHDbIX,
BkMovas KABA, 6yaecoHna nHransiumMoHHo u cl'K, ¢ uenbio

ObICTPOro KynupoBaHus ob6octperns [338, 339, 341, 342].
YpoBeHb yoeanTebHOCTH peKkomeHzauni — C (ypoBeHb
AI0OCTOBEPHOCTH [JOKa3aTeIbCTB — 5).

Ona npepoTBpalleHns ¢peTtanbHON FMMNOKCUM HEOOXOAM-
MO KaK MOXHO 6biCTpee KynupoBaTb BO3HUKaloLWKne 060CTpe-
HUS1 BO BpeMs 6epeMeHHOCTU ¢ npumeHeHnem KBA, 6yne-
coHupa, Knucnopoaa v clK (npyM HEOB6XOAMMOCTH) Ha PaHHKX
3Tanax.

PekoMeHayeTcs HasHayaTb Ty e Tepanuio KOpMSALWKUM
XEeHWMUHaM npu obocTpeHun BA, KakK U Yy HEKOPMSLLHKX,
BKkMovas KABA, 6yaecoHna nHransiumMoHHo u cl'K, ¢ uenbio
ObICTPOro KynupoBaHus oboctperus [338, 341]. YpoBeHb
y6eauTeNnbHOCTH peKomeHgauni — C (ypoBeHb JOCTO-
BEpPHOCTHU JOKa3aTe/lbCTB — 5).

MEQULIMHCKASA PEABU/IUTALIUA

U CAHATOPHO-KYPOPTHOE JIEYEHME

PekomeHayeTca BceM NauneHTaMm (3aKOHHbIM NpeacTta-
BUTENAM MauneHToB) ¢ BA npoBoaUTb 06y4YeHUe U GU3U-
YecKylo peabunutauuio, HanpasB/ieHHble Ha MNOBblWEHWE
TONEPaHTHOCTM K GUINYECKOM Harpy3Ke, ynyylleHne Kade-
CTBa XW3HWU U CHUXKEHWEe MNOoTEHUMaNbHbIX PUCKOB MNpw-
MEHEHWS NeKapCTBEHHbIX MpenapaToB W APYyrux Hebna-
ronpuaTHblx ucxogos [343]. YpoBeHb y6eaUTE/IbHOCTHU
peKomeHaauni — C (ypoBeHb JOCTOBEPHOCTH fOKa3a-
TeNbCTB — 5).

Mporpamma 06y4eHUss NauMeHToB (3aKOHHbLIX NpeacTa-
BUTENEN NaumeHToB) ¢ BA gomxkHa BKAYaTbh B cebs npe-
gocTtaBneHve MHbopMaunn o 3aboneBaHUK, cocTaBneHue
WHAMBMAYaNbHOMO NiaHa nevyeHus Ans nauveHTa, obyyeHme
TEXHWKe yNpaBASemMoro cCaMoBeeHUS, B TOM YuUcie BMecTe
C MEAMLIMHCKUM NCUXOSIOrOM.

MeTtoabl pu3nMyecKon peabunutaumm MOryT YAyyHWWTb
cepaedHo-nerovHyto dyHkumio. B pesynbrate npoBegeHus
TPEHUPOBKK Npu PU3NYECKON HarpysKe yBenuymMBatoTcs
MaKcuManbHoe notpebieHne KMCcnopoja u MakcumanbHas
BeHTMNAUMA nerkux. Mo nmetowmnmea HabnogeHuam, npu-
MEHEHWe TPEHUPOBKM C adpPOBHOM Harpy3KoW, nnaBaHue,
TPEHUPOBKA WMHCMNMPATOPHOM MYCKynaTypbl C MOpPOroBOM
[03UPOBaHHOM Harpy3Kom yny4dliatoT TeyeHue BA.

NMPO®UNIAKTUKA

MepBuyHana npodpuiakTuKka 6poHXUasbHON acTMbI

B HacTosee Bpems He cywecTByeT METOAOB NEPBUYHON
npodunakTnkn BA, cnoCo6HbIX MOSIHOCTbIO NPEAOTBPaTUTD
pas3BuThe BA 'y pebeHKa B TeHeHWe NepBbiX NATU NIET KUSHW.

TeM He MeHee, onpeaeneHHble Mepbl MOTYT CHU3WUTb PUCK

pa3BuTUS 3aboneBaHuns. K HUM oTHOCATCS:

® OTKa3 OT KypeHus KaK BO Bpemsi 6epeMeHHOCTH, TaK
1 nocne poxaeHusa pebeHka;

° CBOEBPEMEHHOE BbIIBIEHWE U KOPPEKLUMSA HeaoCcTaTou-
HOCTK BUTamuHa D y »KeHWmH ¢ BA, KoTopble 6epeMeH-
Hbl MW NA@HUPYIOT 6EPEMEHHOCTb, TaK KaK 3T0 MOXeT
CHU3UTb PUCK MOSBAEHUA GPOHXMaNbHOM OGCTPYKLMK
y pebeHKa B paHHeM Bo3pacTe;

° MoowpeHne ¥ nponaraHga ecTeCTBEHHbIX POAOB Mpu
OTCYTCTBMMU NPOTUBOMNOKa3aHWW;

°*  MWHMMMU3ALMA WCMNONb30BaHUA aHTMOaKTepuaibHbIX
npenapatoB CMCTEMHOIO AENCTBUS (LUIMPOKOro crneKkTpa
[ENCTBUSA) B Te4eHMEe NepBOro roga Xu3Hu pebeHka.
lpyaHOe BCKapManBaHWe He NpodunakTMpyeT pa3sButme

BA y pe6eHKa, HO PeKOMEeHAYEeTCS B CBA3M C MONOXKUTENb-

HblM BO3AENCTBMEM Ha Apyrue acneKkTtbl 310poBba [19].
ANnepruyecknt puMHUT paccmaTpuBaeTCcs Kak daKtop

pucka pasButua bA [344-346]. EAUHCTBEHHBIM METOAOM,

NO3BONSIOWMM MPeaoTBpaTUTL pa3BuTue bA y nauneHTos

C annepruyeckum puHuTom, aensetca ACUT [347, 348].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

PekomeHayeTcs BcemM nauueHTam C anfiepruyeckum
PUHUTOM pPaccMoOTpeTb Lenecoobpa3HOCTb MNpPoBeAeHMUS
ACUT ¢ uenbto npodunaktnkm pas3sutus BA [344-348].
YpoBeHb yoeauTenbHocTH peKomeHgaunin — C (ypoBeHb
AI0CTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

BTopuyHas npodpunakTuka 6poHXnasibHOW acTMbl

BTopuyHasa npodunaktnka BA — KomMaekc meponpus-
TUI, HanNpaBfEeHHbIX Ha yCTPaHEHWE BblpaXKeHHbIX GaKTopoB
pUCKa, KOTopble NpU OnpeAeneHHblX YCNOBUAX MOTyT npwu-
BECTU K YXYALIEHMIO KOHTPONS U 060CTpeHuto BA.

CTpaTermu no BTopMyHoOn npodunaktuke bA nytem Bo3-
LEeNCTBUS Ha BO3MOXHble GaKTopbl pUCKa NpeacTaBfeHb
B MNMpunoxeHun 19.

TpeTnyHasa npopunakTuKa 6POHXUaNbHOK aCTMbl

TpeTuyHasa npodunaktnka BA — KomnneKkc meponpus-
TUI, HanpaBfieHHbIX, Ha NpPefoTBPaLLeHUEe Pa3BUTUS OCIOXK-
HEeHUN. PekoMeHayeTCs B Ka4yecTBE MEPONPUATUIN TPETUYHON
NPodUNaKTUKKM BA ymeHblueHne BAUAHUS NPOBOLMPYIOLWMX
GaKTopoB (annepreHoB, B TOM 4ucie npodecCcuoHanbHbIX),
Taba4yHOro AbiMa U ApYrux TPUITepoB.

OcTpble pecnupatopHble MHOEKLMK, B HAaCTHOCTH rpunn
M NMHEBMOKOKKOBas MHbEKUMSA, MOTYT NPUBOAUTL K 060CT-
peHuam BA Kak B A€TCKOM Bo3pacTe, Tak U y B3POCIbIX.
Kpome atoro, nauneHTbl ¢ BA, 0CO6EHHO AETU U NOXKMAbIE,
MMEIOT BbICOKMI PUCK MHEBMOKOKKOBLIX 3a601eBaHWN.

PekomeHayeTcs NpoBOAMTL BaKLMHaLMIO nauneHTam ¢ bA
B COOTBETCTBUM C HaLMOHaNbHbIM KaneHhapem npodunaktu-
YECKUX MPUBUBOK C LENbl0 NpefoTBpalleHus/yMeHbEHNS
BEPOATHOCTU TSXKENOro (OC/OKHEHHOI0) TeYeHUs MHbEK-
umn [19, 349]. YpoBeHb yb6eaUTEeNbHOCTH PEeKOMeHAa-
uymii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

[aHHble nccnegoBaHWM NoKasanu OTCYTCTBUE CBSA3M
BaKLMHaUMK 1 nocneayowero pa3sutua bA unm ee 060cT-
peHunn. AcTMa He fBNseTcs NPOTMBONOKa3aHMeM K NpoBe-
[IEHWIO NPObUNAKTUYECKMX NPMBHUBOK [350].

PekomeHgyeTcs NpoBOAWMTbL MPOTUBOIPUNNO3HYIO Bak-
UMHaUMIo exerogHo nauveHTam ¢ BA ¢ uenbto npodunak-
TUKK o06ocTpeHun [19, 351]. YpoBeHb y6eauTeIbHOCTH
peKkomeHgauymi — C (ypoBeHb JOCTOBEPHOCTH [OKa3a-
Te/NbCTB — 5).

PekomeHayeTca nNpoBOAMTL BaKUMHaALMIO NPOTUB
NMHEBMOKOKKOBOW WHpeKuun naumeHtam ¢ BA ¢ uenbto
YMEHbLUEHNS PUCKa pa3BUTUA 3aboneBaHWi, Bbl3BaHHbIX
S. pneumoniae, n npodunnakTMkn oboctpenun [351-353].
YpoBeHb yoeauTenbHocTH peKomeHgauni — C (ypoBeHb
AI0OCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

BaKkuMHauma NpoTMB NMHEBMOKOKKOBOW MHOEKUMKU Npo-
BOAMTCS KPYrNOroAnYHO No npeacTaBieHHbIM HUXKE CXxema,
BO3MO}HO COBMELEHNE C BaKUMHaUMeEW NpoTUB rpunna.
B cny4ae o6ocTpeHns BA BakuMHaLMO NPOTUB MHEBMOKOK-
KOBOW MHGMEKUMU NpoBOASAT yepe3 2—4 Hen nocne Kynu-
poBaHus o6ocTpeHus, Ha ¢oHe 6asucHon Tepanuu BA.
MauneHtam ¢ BA, He NpuBUTLIM paHee MNPOTUB MHEBMO-
KOKKOBOM WHODEKUMKU, PEeKOMEHAYETCS HayuMHaTb MMMYHM-
3auMio ¢ BaKUMHbI AN NPOdPUIaKTUKM MHEBMOKOKKOBbIX
MHOEKLNIN / BaKUMHbI AN NpodunakTUKM MHEBMOKOKKOBOW
MHEKLNN NnonmMcaxapuaHOM KOHBIOTMPOBAHHOW aacopbu-
poBaHHoW (MMKB) [351, 353-355].

BaKkumHy Ans npodunakTukM NHEBMOKOKKOBBLIX MHObEK-
UMn (23-BaneHTHYl0 BaKLMHY) BBOAAT B KayecTBe OycTep-
HOW A03bl 415 pacliMpeHus oxBaTa CepoTUNOB C MHTEp-
BanoM 12 mec (MMHMManbHbIN MHTEPBAN — 8 Hea) nocne
MKB. Taknm 06pa3om, He NPUBUTLIM PaHee NPOTUB NMHEBMO-
KOKKOBOM MHPeKUMK naumeHTam ¢ bA B nobom Bo3pacte
cHa4vana BBoautca MKB, yepe3 12 mMec nocsie 3aKOHYEeHHOM

C BO3pacToM cxeMbl UMMYyHM3auun KB (MMHMManNbHbIN
WHTepBan — 8 Hel) — BaKUMHa AN9 NPOPUNAKTUKK NHEB-
MOKOKKOBbIX MHObEKLMIA (23-BaneHTHas BaKLMHa), 3aTeM
Kaxkable 5 neT — BaKuuHa 4na npodunaKkTUKN NHEBMOKOK-
KOBbIX MHMEKUMIN (23-BaneHTHas BaKLMHA).

MaumneHTam ¢ BA, nonyyYnBLINM paHee BaKLUMHY 418 Npo-
PUNAKTUKM MHEBMOKOKKOBbIX MHPEKUUN (23-BaneHTHYIO
BaKLMHY), He paHee YeM 4yepe3 1 roj nocfie aToro peKoOMeH-
[LyeTcs OAHOKpaTHOe BBefeHMe BaKLUMHbI Ans NpodunaKktu-
KW MHEBMOKOKKOBbIX MHDeKLUN [353-355].

NHTepBan Mexay MMMyHU3aLMAMU BaKLMHOM ANa Npo-
PUNAKTUKM MHEBMOKOKKOBLIX WHObEKUUA (23-BaneHTHOM
BaKLMHOWM) JOJIXKEH COCTaBNATb HE MeHee 5 nerT.

PekomeHayeTcs paccMoOTpeTb MNpoBeAeHWe AOMNONHM-
TeNbHbIX peBaKUMHALUM NPOTUB KOKAoWa AeTam oT 4 neT
M nogpoctkam ¢ bA ¢ Lenbilo MMHUMU3aLIMK PUCKA TSKENON
KOKJIIOWHON MHbeKUun [356-359]. YpoBeHb y6eauTeNb-
HOCTH pekomeHpauni — C (ypoBeHb [OCTOBEPHOCTH
AOKa3aTresibCcTB — 4).

BA aBnsetcsa GaKTopoM pUcKa 3aboneBaHUs KOK/IOWEM.
MoBbIlWEeHNE BOCAPUMMYMBOCTU K MHOEKUMM CBSF3AHO CO
CTPYKTYPHbIMU M3MEHEHUAMMU AblXxaTeNbHblX NyTen, ocnab-
NEHNEM MX 3alMTHOro 6apbepa U CHUKEHUEM MPOTUBOMH-
deKLMOHHOM 3alMTbl 3a CYET annepruyeckoro BocnaneHus
B naTtoreHese bA (pUCK NpUMeEpPHO B 2 pa3a Bbile, YEM Yy 310-
poBbIX). B cBOK o4yepenb, 3apayKeHne KOKMLWeM NpUBOANUT
K yXyALWeHUIo TeveHna BA, npu 3TOM YANUHSAIOTCA M yHalaloT-
€Sl NPUCTYNbl 3aTPYAHEHHOO AbIXaHWS, NOBbILAETCH YacToTa
MCNONb30BaHUA NpenapaToB HEOTNOXHOMN Tepanuu.

C uenblo peBaKuMHaLMKM NPOTUB KOKMOWa Yy AeTen
OT 4 neT, NOAPOCTKOB M B3POC/bIX UCMONb3YETCHA KOMOUHU-
poBaHHasa BaKLMHa, codepKawas 6eCKNEeTOYHbIN KOKOLW-
HblH KOMMOHEHT U AWPTEPUMNHDBIN, CTONOHAYHbIA aHaTOK-
CUHbl C YMEHbLWEHHbIM COAEPXKAHMEM aHTUreHa (BaKuMHa
4N NpodUNaKTUKN ANPTEPUMN (C YMEHbBLUEHHBIM COAEpIKa-
HMEM aHTUreHa), KOKMoWwa (C YMEHbLEHHbIM COAEPKaHM-
eM aHTUreHa, 6ecKkneTo4yHas) n CToNOHAKa agcopobupoBaH-
Has). BakuMHaumMsa NpoBOAUTCS B CPOKM, MPEAYCMOTPEHHbIE
HauMOHaNbHbIM KaneHaapeM npodunakTMyecKkmux NpuBMBOK
4NS peBaKuMHaUMKn NpoTuB gudTepun U CTONGHSAKA.

PekomeHayeTca npoBefeHne BaKuMHaLMKM NPOTUB KOPO-
HaBWpPYCHOW MHPeKLmMK HoBoro Tuna (COVID-19) naumeHTam
¢ BA ¢ uenbio NpoPuNakTUKM OaHHOW UMHDEKUMU, Npea-
YNPEXAEHNS TAKENOro TEeYEHUS M OCNIOKHEHWI COrnacHo
WMHCTPYKUMAM K npenapaTtam [19]. YpoBeHb y6egutenn-
HOCTH pekomeHpauni — C (ypoBeHb [OCTOBEPHOCTH
AloKa3are/bCcTB — 5).

MpoBOAMTCA MO 3NMAEMMONOTMYECKUM MOKa3aHUAM.
[poTMBONOKa3aHUs — COrNacHoO MHCTPYKLUMSIM K COOTBET-
CTBYIOLMM Npenapartam.

OAUCNAHCEPHOE HAB/NNIIOAEHME

[OucnaHcepHoe HabnogeHMe HanpaB/ieHO Ha MoBbiWwe-
HWEe NPUBEPIKEHHOCTU Ha3Ha4YeHHOM Tepanuu ANa NpeaoT-
BpaLeHnsa 060CTpeHUI, MPOrpeccmm NaTonorM4ecKoro Npo-
Luecca U pasBMUTUS OCIIOXKHEHUI, ANS KOPPeEKLMM GaKTopoB
pucKa pa3sutng bBA.

PekomeHgyeTcs BceM nauueHtam ¢ BA gucnaHcepHoe
HabnoaeHNe BpavyoM-CneLnanmcTom (AUCNaHCepHbIn Npu-
eM (OCMOTp, KOHCynbTauus) Bpada anneprosora-MuMmyHo-
nora U/WAn AUCNaHCepHbIn NpueM (OCMOTP, KOHCy/bTa-
LM1s) Bpaya-ny1bMOHO0ra), a Takxe AUCnaHCepPHbIN Npuem
(ocMOTp, KOHCYNbTaLMS) Bpaya 06LLen NpaKTUKK (CEMENHOTO
Bpaya), WM gucnaHcepHbIi npuem (OCMOTP, KOHCYNbTaLMs)
Bpaya-neanaTtpa, uau AucnaHcepHbl Npuem (OCMOTP, KOH-
cynbTalma) Bpaya-TepanesTta) C Le/blo AUHAMUYECKOrO KOH-
TPONS, Ha3HAYEHUSA U KOPPEKLKUKM Tepanuu, NpodunakTUKm



OCNOXHeHWW [19]. YpoBeHb y6eaAUTEe/IbHOCTH peKOMeHAa-
ymin — C (ypoBeHb JOCTOBEPHOCTH fJOKa3aTe/IbCTB — 5).
MuWHUManbHas NepuMoAMYHOCTb [WCMAaHCEPHbIX MNpue-
MOB (KOHCynbTauui) BpaiyoM anieprosioroM-MuMMYyHONOroM,
WAN BPa4yoM-NybMOHONOIOM W/WUNAK Bpa4yom oOLLEN MpaK-
TUKKN (CEMEWHBIM BpavyoMm), UM BpavyoM-neamatpomM u/unu
Bpa4yoM-TepaneBTOM — He pexe 1 pasa B rog ans B3poc-
NbIX M He pexe 2 pa3 B rog Ans AeTen, no nokasaHuam —
yaule (Hanpumep, 3—6 pas3 B roa). Npu Heob6xoAMMOCTH
nauueHT HanpaB/SeTCa Ha AUCMaHCEPHbIN NpUeM (OCMOTP,
KOHCy/bTalMsl) Bpavya-oTOPUHOMApPUHIronora (Npu HaauM4yuu
COnyTCTBYIOLWMX 3ab0/IeBaHNIN, HanpuMep annepruiecKoro

PUHWUTA UM NMOSIMMO3HOIO PUHOCHHYCHKTA).

CnepyeT perynsipHo oLeHnBaThb:

e o6llee cocTosHME (BKJOYas napamMeTpbl pocTa M mac-
Cbl Tena);

® MOTPe6HOCTb B MPOBEAEHUM UCCIEA0BAHMN, MOATBEPK-
daowmx bA, B cnyyasix COMHEHUIM B AMarHo3e;

° ypOBEHb KOHTPOASA Haa cuMmnToMamu BA, a Takyke Komop-
61AHbIMW 3a601€BaAHUAMMU;

®  TeXHUKY MHTansiuunu;

® TMPUBEPKEHHOCTb JIEYEHMIO U KOHTPOSb BO3MOMKHbIX
No60YHbIX 3PPEKTOB TEpanuy;

° Halnyme/NpUcoeanHeHne KOMOPOUAHbIX COCTOSHUI;

e ®B/ (cnupomeTpus, nccneaoBaHWe HECMPOBOLMPOBAH-
HbIX AblXaTe/IbHbIX 06bEMOB 1 MOTOKOB) (MPX BO3MOHO-
CTU BbINOMHEHUS MaHEBPaA);

® KOHTPOJIb CMEKTPa CEHCUOUNN3aLMN (HaKOXKHbIE nccne-
[OBaHUS peaKkuun Ha annepreHbl u/mnn nccnegoBaHme
YPOBHS @HTUTEN K @aHTUIEeHaM PacTUTENIbHOMO, }XUBOTHO-
r0 Y XMMUYECKOTO NMPOUCXOXKAEHUS B KPOBM) (MPU Hanu-
4YMU MOKa3aHUK);

° Ha/Juyue BOCManeHus B AblxaTeNbHblX NyTAX (onpeaene-
HWe ypoBHA FENO) — npun BO3MOXHOCTH;

®  YypPOBEHb UHPOPMMPOBAHHOCTM NaLMeHTa 0 3ab60/1eBaHNUK;

® HaJuyne MHOAMBWAYaNbHOrO NaaHa BeAeHMs Y naumeHTa
(v ero KoppeKLm1s Npu HEOBXO0AMMOCTH) U AHEBHUKA MUK-
dnoymeTtpuu;

e cTaTyc NnauMeHTa A4Nna NpoBeAeHNs CBOEBPEMEHHOW MNCK-
XONOrMYeCcKoM NOAAEPKKHM (C yHacTMeM cneunanucTa).
[lo pesynbtatam nNpuv HEOOBXOAMMOCTU OCYLLECTBASIOT

KOppeKLMio MpoBOANMON Tepanum U MIHAMBUAYaNbHOrO nna-

Ha BegeHUs.

OPrAHMU3ALIMS OKA3AHUSA MEQULIMHCKOWN

noMoLiu

MaumeHTam ¢ BA npy HEOBXOAMMOCTH MOXET ObITb OKa3aHa
MeaMLMHCKas noMollb 1to6oro BMaa, ycnosus, GopMbl, Npeay-
CMOTpPEHHasn 3aKoHoaaTenbLCTBOM Poccuiickon depepauuu.

[narHocTuKy u BeageHue nauneHToB ¢ BA ocyuwectns-
0T Bpay-anneprosior-MuMmMyHoOIOr U/ Bpay-nynbMOHOOT,
TaKXe Bpay-TepaneBT, Uau Bpay-neamatp, Win Bpay ooLen
NPaKTUKK (CEMENHbIN Bpad), Npn HEOBXOAMMOCTH OCYLLECT-
BNSIETCH KOHCyNnbTauus / MPOBOAMUTCS JleHeHWe Bpayvamu
APpYrux crneuunanbHOCTEN.

B pamKkax oKasaHus nepBMYHOW BpavyebHOW MeaMKo-
CaHWTapHOW NOMOLLM Bpayvu-TepaneBTbl y4acTKOBbIE, Bpa-
Yn-negmaTpbl y4acTKOBbIE, Bpayin 0OLWeN NPaKTUKK (CeMen-
Hble Bpayu) npuv BbISBNEHUM CUMMTOMOB WM MPU3HAKOB
BA HanpaBngioT nayMeHTa B MEAMLMHCKYIO OpraHu3aLuio
Ny1bMOHOIOTMYECKOrO WU anneprosormyeckoro npoduns
WM B KabWHEeT Bpava-nynbMOHOM0ra W/Wan anneproso-
ra-MMMyHoJiora AN OKa3aHWs emy MNepBUYHOW cneuua-
NIN3UPOBAHHON MEAWKO-CaHUTapHOM MNOMOLWM, a TaKkKe
OCYLLECTBASAOT OKa3aHMe MeAMLMHCKON NOMOLLM B COOTBET-
CTBMM C PEKOMEHAALMAMMN Bpaya-nyNbMOHO0ra Uax Bpada
annepronora-ummyHosnora. Npu HEBO3MOXHOCTHU OKa3aHWUs

MEAMLMHCKOM MOMOLWM B pamMKax NepBUYHOM cneuunanu-
3UPOBaAHHON MeLUKO-CaHWTapPHOM MOMOLM U NPU Hann4yum
MEAMLMHCKUX NMOKa3aHWi nauueHTy MOXeT OblTb OKa3aHa
CKopasi, B TOM 4ucne cKopas crneunanusanpoBaHHas, Meau-
LIMHCKas NOMOLLb, MaLMUEHT MOXKET ObITb HanpaBfieH B Meaun-
LIMHCKYIO OpraHu3auuio, OKasbliBalowylo crneunannanpo-
BaHHYIO MeAWMUMHCKYID nomoub. CrneunanndvpoBaHHas,
B TOM 4YMUCNE BbICOKOTEXHOMNOMMYHAsA, MEAMLMHCKAsA NOMOLLb
OKasblBaeTcs BpayvyamMu-nylbMOHOAOraMu W/WAn Bpavamu
annepronoraMm-MMMyHON0raMu B yCIOBUSAX KPYr10CYTOYHO-
ro UK AHEBHOrO cTalMoHapa.

Mpn ocywecTBieHUn HabnwoaeHus nauuveHToB ¢ BA
B aMObynaTopHbIX YCIOBUAX cneayeT NpuaepmnBaTtbcs crne-
AylOlWEeN KpaTHOCTM OCMOTPOB: B MI@aHOBOM Mopsiake —
cnycTa 1-3 Mec OT Havyana fleveHns 1 B aNbHeNWeM Kaxable
3-12 mec B 3aBMCMMOCTM OT cuTyauuun. Bo Bpems nnaHoBo-
ro 0OCMOTpa MPOBOAMUTCS OLIEHKA KOHTPOIA Ha4 CMMITOMaMu1
BbA, daKkTopoB puUCKa pas3BUTUA o06oCTpeHus 3abonesa-
HUS. YMeHbLUEHNE BbIPaXKEHHOCTU CUMNTOMOB U yay4yleHne
YHKUMKN NIETKMX HaYMHaAETCs y»Ke 4yepel3 HEeCKONIbKO AHEN
OT Havana nevyeHus. MNonHbIN 3GPEKT MOXKET ObITb JOCTUTHYT
ToNbKO Yyepe3d 3—-4 mec [360].

B cnyyae TAXKeNoro Te4eHns uam npu anTtenbHoOM oTeyT-
CTBMM afleKBaTHOM Tepanuu BA ana 4OCTUMKEHUS KOHTPOAs
MOXeT noTpeboBaTbcs 60/blle BpeMeHu [361].

MNMocne o6ocTpeHunss BA cneagyeT Ha3Ha4YUTb KOHTPOJIbHbIN
ocMOTp B TedeHue 1 Hep [362]. Janee naumeHT HabnoaaeT-
€Sl PErYNAPHO B Te4EHUE HECKONIbKUX Hefenb, NoKa He 6yayT
LOCTUIHYTbI XOPOLWINIA KOHTPO/Jb CMMMNTOMOB M Hauayyliune
MHAMBMAYaNbHbIE NOKa3aTenn 1ero4Hon GyHKLNN.

[eTn AOWKONbHOro BO3pacTa A0MKHbl 6blTb OCMOTPEHbI
Yyepes 1-2 gHA nocne BbIMUCKK U3 CTauMoHapa 1 aanee elle
pa3s B Te4yeHne 1-2 mec Uan No Heo6Xo4MMOCTH.

MoKa3aHua gna rocnutanusaumm
B MEAMLIMHCKYIO OpraHusauuio

1. [uarHoctuka BA / npoegeHue anddepeHumanbHoOn
AMarHoCTMKK, npoBefeHne OGPOHXOKOHCTPUKTOPHBIX
TECTOB (B TOM 4ucne ¢ GU3NYECKON Harpy3Kowu, ¢ npu-
MEHEHMEM NIeKapCTBEHHbIX CPeACTB — MUccliefoBaHue
AblxaTeNbHbIX 06bEMOB C NPUMEHEHMEM SIEKAPCTBEHHbIX
npenapatoB W uccnefoBaHue AblxaTeflbHblX 06beMoB
npu NpoBoKaumm GU3N4eCKoM HarpysKkon), nogbop Tepa-
nuu (Mpu HeO6X0AUMOCTH).

2. HepoctaTo4yHas apdEKTUBHOCTbL Tepanuu, NPOBOANMON
B amOynaTopHbIX YCIOBUSAX, B TOM 4uchie npu obocTpe-
HWK, BKIIlOYas OTCYTCTBME OTBETA Ha JieYeHne unm npo-
rpeccMBHOE YXyAlWeEHWe CUMMMNTOMOB B TeyeHue vaca
OT HaYyaNbHOM Tepanuu, HanpasB/IEHHON Ha KyNMpoBaHue
060CTpEHUS.

3. Taxkenoe u/wnu Ku3Heyrpoxkawllee ob6ocTpeHue BA
C npu3Hakamu [H.

4. TlpoeaeHune Tepanuun MBI (nnaHoBOE) B yCNOBUSAX AHEB-
HOro CTauuMoHapa, B YCNOBMSAX CTauMOHapa C Kpyrnocy-
TOYHbIM HabnaeHWeM (B OTCYyTCTBME HEOOX0AMMOCTU
AMHamMMyecKkoro HabnoaeHus npu eeegeHumn MNMBIN neve-
HUE MOXKET OCYLLECTBAATLCA B aMOByNaToOpHbIX YCOBUSX).

5. HeobxoanMMocCTb NpoBeeHMA YCKOPeHHOro Kypca ACUT
B YCNIOBUSAX 3IMMUHALIMM annepreHa (niaHosas).

MoKa3aHus K BbINMUCKE NauueHTa
M3 MEAMLIMHCKOW OpraHn3auum

1. [JOCTMXEHWe KOHTPONA WAM YaCTUYHOTO KOHTPONSA
Haj cuMnToMamu (Hanpumep, 4OCTUMHYTO YMEHbLUEHUE
4acTOThl MPUCTYMNOB YAYLWbA HE Yaule Yem 1 pas B JeHb
WU OTCYTCTBME MPUCTYMNOB YAYWbA HOYbID HA MOMEHT
BbIMWUCKK U3 CTaLMoHapa).
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2. [Hoctmenue yBenndenus MNCB n OPB,; = 80% oT MHAK-
BUIYaNnbHOro Jy4yllero WAuM pacyeTHOro rnokasartens
Ha MOMEHT BbINWCKM U3 CTaLMOHapa.

3. OtcyTcTBME Npu3HakoB OH.

4. 3aBeplieHne nepuvoaa HabnAeHUs Mocie BBeAeHUs
rMBr.

5. 3aBepueHune Kypca ACUT.

OcTanbHble KPUTEPUU BO3MOKHOW BbINMUCKHU
nayueHTa U3 ctaluMoHapa

1. NMaumneHToB ¢ BA, y KOTOpbIX NOKasaTenn GyHKUUKU ner-
kux (NMCB u ap.) nocne nevyeHuss He AOCTUIIN HOPMbI,
peKoMeHAyeTCa BbiNnUcaTb NPW YCNOBWUW, HYTO UM ByaeT
obecnevyeHO ajeKBaTHOe MeAMLUMHCKOe HabngeHue
B amOynaTopHbIX YCNOBUAX U €CTb YBEPEHHOCTb, YTO
OHM BYAYT BbINOMHATL BpayebHble peKoMeHAaLNnu.

2. Ecnv OB, nnu MNCB noce neverus coctasnaet 40-60%
OT [OSIKHbBIX BEIMYMH, NaLMEeHT MOXKET OblTb BbIMUCaH,
HO C y4eToM $HaKTOPOB PUCKAa M BOSMOXKHOCTM OpraHu3a-
UMK fanbHenwWwero nevyeHns B aMOynaTopHbIX YCIOBUSIX.

3. Kputepuem BbINUCKM M3 cTauuoHapa pebeHKka 5 neT
n MNajle SBnseTcs ero ctabuabHoe COCTOSAHUE (Hanpw-
Mep, OH AO/MXKeEH BCTaBaTb C MOCTENN, HE UMETb NPOGIEM
C NPUEMOM MULLM, OblTb aKTUBHbIM).

JKcnepTu3a Mo Ha3Ha4YeHUIo TapreTHon Tepanuu (npe-
napatamu 'MBI1) ang nauyueHtoB ¢ BA ocywecTtBasercs
C npoBeAeHneM BpayebHOro KOHCUInyma.

AOMNOJ/IHUTE/IbHAAA UHOOPMALIUA

TepaneBTHYECKOE COTPYAHNYECTBO

Pa6oTa Hag TepaneBTUYECKUM COTPYAHUYECTBOM MEXKIY
nauueHToM M fevawum Bpayom CyWeCTBEHHO MOBbIWaeT
NPUBEPIKEHHOCTb Tepanuu, Cnoco6CTBYET YNYHLIEHNUIO KOH-
Tpons Hag cumntomamu BA, CHMKaeT PUCKM 0B6OCTPEHUH
M OCNOXHEHWW, a B Cciy4ae pasBuBLlUEerocsi 060CTpeHus
No3BONSET NALMUEHTY CaMOCTOSTENBHO MPUHATL MEPbI NO €r0
KYMMPOBaHWIO M CBOEBPEMEHHO 06PaTUTLCA 3a MEeAWLMH-
CKOM nomoulblo. BaxHo paspabatbiBaTb M NpPefoCcTaBasATb
WHAMBUAYAJbHBIA MUCbMEHHbIN NNaH AEUCTBMIA NauneHTam
¢ BA npu 060CTPEHMAX U AN UX NPELOTBPALLEHHUS C LieNblo
CBOEBPEMEHHOM KOPPEKLIMM TEPANUK U BO N3BEKAHNE YXYA-
leHns coctosiHug [19, 85, 363].

[MMCbMEHHbIN NnaH gencTBuin npu o6octpeHun bA, pas-
paboTaHHbIN fevyawum BpavyoM, AOKEH MOMOYb MaUMEHTY
pacno3HaTb NPU3HaKM OOGOCTPEHUS, COAEPKaTb KOHKpPET-
Hble WMHCTPYKLMKM MO M3MEHEHMI0 ob6beMa Tepanuu (npe-
napatbl Ans obfneryeHns cMMnTomoB, 6as3ucHas Tepanus
n ncnonb3oBaHune cl'K) 1 no obpalleHnio 3a MeanLMHCKOM
NMOMOLLbIO K CNELNanmnCTy.

Kputepuamu gns ysennyeHms o6bema tepanuun npu yxya-
WeEeHMU COCTOSAHMSA NaLueHTa NPeaNoXKeHO cuMTaTb Hanuyme
KIMHUYECKM 3HAYUMbIX CUMMNTOMOB, KOTOpblE MELLAtOT HOpP-
MaslbHOM XW3HeAeATebHOCTU NnauueHTa, TM60 CHUXKeHUe
MCB Ha 20% 1 6onee B Te4eHMe Kak MUHUMYM 2 aHen [364].

MnaH gencTeui Npu o6ocTpeHnn bA ansa B3pochbix, Noa-
POCTKOB U ieTeN n3noxeH B MpunoxeHusx 20, 21.

Mpun camocToATENBHOM KYNMpOBaHWM 060CTPEHMI NaLLm-
€HT [OJ/IKeH o6paTuTbCcs K Bpadvy B TeyeHue 1-2 Hen,
enatenbHo A0 oTMeHbl cl'K, Ana oueHKn KoHTpons Hajg BA
1 GaKToOpPOB pUCKa 060CTPEHMS.

Ecnn coctosiHne nauuneHTa 6bICTPO YXyAWaeTCs Uam emy
TpebytoTca noBTopHble Ao3bl UMK + AABA (vnn UTK + KAOBA)
B TeyeHue 1-2 aHeln, eMy cnegyet 06patuTbCs 3a NONyYeHU-
€M MeAMLIMHCKON NOMOLM He3aMeaNnTEeNbHO.

Mpn o6ocTpeHun BA y peten 5 net n mnagwe cnegyet
06paTUTbCS K Bpady He3aMeaNUTeNbHO B criyyae:

® pPa3BWUTUS AUCTPECC-CUHAPOMA;

° ecnun cumnToMbl BA He KynupytoTcs ¢ nomoulbto KABA;

°  NPOMENXYTOK MexKay uHranaunamm KABA ykopayvBaeTcs;

° ecnn pebeHky mnagwe 1 roga B TeYeHUE HECKONbKMX
yacoB TpebyeTcs noBTopHas UHranaumnsa KABA;

® eCnu Ans KynupoBaHusa CUMNTOMOB 060CTpeHus bA Tpe-
6yeTcsl 6onee 6 MHransuum canbbyTamona B Te4eHue 2 4
WM CUMNTOMbI HE KYMUPYIOTCA B TeYeHue 24 y.

TexHMKa uHransiuum

MpaBuibHOE BbINOSIHEHWE TEXHUKWU UHIANALMK Urpaet
KNto4eBYIO POsb B peanndaumnmn adpdeKToB UHransaLMOHHON
Tepanuu. HenpaBuibHasa TEXHUKA UHraNALMK MOXKET Npu-
BOAMTb KaK K CHUXEHUIO 3PdEKTUBHOCTM Tepanuu, Tak
M K MOBbIWEHHOMY PUCKY N0604HbIX 3ddeKToB. BbiGOp
WHransLUMOHHOro YCTPOMCTBA ANs Tepanum ctabuibHon BA
peKoMeHAyeTcs OCHOBbIBATb Ha NpeanoYTeHMM NaumeHTa
M OLLleHKEe BO3MOXHOCTKW BbIMONHEHUSA NPaBUIbHOM TEXHM-
KW C uenbto naberaHmsa olWMOOK AanbHENLWEro ncnonb30-
BaHua [365, 366].

Mepes HazHaYeHUEM MHTanAUMOHHOIO IEKAPCTBEHHO-
ro cpeactBa Heo6xogMMO NpoBecTn 0OyyeHue nauueHTa
MCNONb30BaHUIO YCTPOMCTBA M y6eanTbCA B YAOBNETBOPHU-
TEeNbHOW TEXHWKe MHranaummn [365-369]. OUueHKY TEXHUKHM
MHransaumMmM v cob6alo4eHns NpaBua UCNONb30BaHUA cpea-
CTBa AOCTaBKM NIEKApPCTBEHHOro npenapaTta Heo6Xxo4MMO
OCYLLECTBAATb PErynsipHo. NpM COMHEHUSX B MPUBEPIKEHHO-
CTW Ha3Ha4YeHHOMY 1e4YEHUIO UK 3aTPYAHEHMSAX NPU UCNOSb-
30BaHWM CPEACTB LOCTaBKM creayeT pacCMOTPETb BOMPOC
0 Bbl6ope Apyron ¢opmbl npenapata uauM cCpeactsa ero
noctaBku (MpunoxeHus 22, 23). Y B3pOCbIX U NOAPOCTKOB
CO CTabuNbHbIM TeyeHuem 3aboneBaHus AU + cnencep
CTOJIb e 9ODEKTUBEH, KaK NOOON APYyron py4yHOM MHrans-
TOP, XOTS MauUMeHTbl MOryT MPEeANnoYecTb HEKOTOPbIE BUAbI
AOMN. MHorme naumeHTbl HE TOTOBbI UCMOJIb30BaTh cnencep,
npeanovymtas Hebynansep.

Y neten ot 0 o 5 neT B KayecTBe cnocoba JOCTaBKuW Npe-
napaTtoB Ans nevyeHns o6CTPYKTUBHbIX 3ab6oneBaHni abixa-
TeNbHbIX NyTen (6POHXONIMTUKOB) WKW TIIOKOKOPTUKOMAOB
(4N MHransUMOHHOro NPUMEHEHKs) NpeanoYTeHe oThaeT-
ca AU + cnencep wnm JAU + Hebynanzep [38, 174, 244].
JlnueBasi macka Heobxoauma, ecin pebeHOK He MOXeT
AbllWaTb C UCMONb30BaHNEM MYHALWTYKA.

Mepbl, N03BONSAIOWUE CHU3UTb PUCK

HeXXenaTeNbHbIX SABJIE€HUM

OT MPOBOAUMOIO JIeYEHUA

[N5 UCKNIOYEHUS PUCKA HEXeNnaTeNbHbIX ABIEHWUI AETAM
¢ BA, nonyyatowum nevenune UMK, cneagyet npoBoanTb n3me-
peHune pocTa He pexe Yem 1 pas B roa [19].

[Ns UCKNIOYEHUS pUCKa HeenaTenbHbIX ABEHUI cre-
LyeT HanomuHaTb nauuMeHTam O Heob6XOAMMOCTM Mpono-
NOCKaTb 3eB Nocne NPUMEHEHUs MHransLuMOHHbIX CPEACTB
[OCTaBKM NeKapCTBEHHbIX MpenapatoB (a TaKXe yMbITb
NIML0, €CNIM UCNONIb30BaNacb Macka).

[pn OTKIOHEHUM OT POCTOBLIX MOKa3aTenen Heobxoam-
MO M3Y4YuTb U Apyrne GaKkTopbl, CNOCOGHbIE BANATL HA POCT
(c yyeToM BO3pacTta — Hanpumep, B npegnyéepratHOM
nepuoae): Naoxo KoHTponampyemas bA, 4yacteit npuem clK,
HapylleHnsa nutanus [19].

MccnefoBaHua guHaAMWKKM pocTa AeTen oTmedatoT
BO3MOHOCTb HEKOTOPOr0 CHUMKEHUS €eXerogHoro npw-
pocTa B nepBble 1-2 roga nocjie MHULMaLKUK Tepanuu
UIK; B panbHeunlwem nporpecca B OTCTaBaHWM B poOCTe
He Habnoaaetcq [370, 371].

Ona naumeHToB ¢ BA, anutenbHo nonydatouwmx clK
n BbicOKMe J03bl UK, B TOM 4ncne B3pocsbix, MpM Nogospe-



HUKM Ha pa3BMTME OCTEONOPO3a MOXKHO PAaCCMOTPETL NPOBe-
[eHne ynbTpa3BYKOBOW AEHCUTOMETPUKU ANs onpeneneHus
NJIOTHOCTU KOCTHOM TKaHu [19].

CHuxkeHune posbl UMK cnefyeT ocywecTBAATb MEANEHHO
ON9 UCK/IOYEHUS pUCKa pa3BuTUs obocTpeHus. MNpu gocTa-
TOYHOM KOHTPOSE BO3MOXHO CHUXEHME [03bl KaXkable
3 Mec npumepHo Ha 25-50% c perynsipHbIM KOHTPOJIEM
COCTOSIHMSA MauMeHTa, B TOM Yucne nokasatenen dyHKUUu
AblXaHus.
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MPUNOMKEHUA

MpunoxeHue 1
TecTt no KoHTpoONo Hag actmom (ACT) [372, 373]

Tvn (NOAYEPKHYTb):

° LIKana oueHKu

®  WHAEKC

° BOMPOCHUK

e [pyroe (YyTO4HUTb):

HasHayeHve: UHCTPYMEHT A OLLleHKU KOHTPOJIA GPOHXMANbHOW acTMbl Y B3POC/ibiX NAaLUEHTOB U NMOAPOCTKOB
ctapwe 12 net

CopaepraHue (wabnoH):

Bonpocbl Bannbl

1. Kak yacTto 3a nocneaHue 4 Heje/lu acTMa Meluana Bam BbIMOJIHATb 06Gbl4YHbIA 06beM pa6GoTbl B y4HeGHOM
3aBejjeHUu, Ha pa6oTe unu goma?

Bce Bpems OyeHb YacTo MHorpa Peako Hukorpa

1 2 3 4 5

2. Kak yacTto 3a nocneaHue 4 Hefe/iu Bbl OTMe4anu y ce6s 3aTpyaHEeHHoOe AbiXxaHue?

Yaluye, 4em pas B AeHb 1 pa3 B aeHb 073 A0 6 pas 1w 2 pasa Hu pa3s
e, P A P A B HeJeno B Hejeno pasy
1 2 3 4 5

3. Kak yacTo 3a nocneaHue 4 Hefe/iv Bbl NPOCbINAJUCh HOUYbIO UM PaHbLUe, YEM 0GbIYHO, U3-32 CUMNTOMOB acTMbl
(cBUCTSALLEro AbIXaHUS, Kalu/s, 3aTPyAHEHHOI0 AbIXaHUS, YYBCTBA CTECHEHUSI UM GONIU B rpyamn)?
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4 Ho'm i:i@enm WM 2_3 Houn B Hepenio 1 pas B Hepento 1uan 2 pasa Hu pasy
1 2 3 4 5

7

4. Kak yacTto 3a nocsieaHue 4 Hefenu Bbl UCMOJIb30BaNN GbICTPOAENCTBYIOWMUIA UHransaTop (Hanpumep, BeHToNUH,
Bepoayan, ATpoBeHT, canb6yTamos) unu HeGynarsep (a3apo30sbHbIA annapar) ¢ ieKapcTBomM (Hanpumep, bepoTtek,
Bepopyan, Bentonux He6ynbi)?

3 pasa s fieHb 1unn 2 pa3aB aeHb |2 wau 3 pasa B Hefesno 1 pa3 s Heaenio

Hu pagy
UK vaue Un pexxe

1 2 3 4 5

5. Kak 6bl Bbl OLLl€HW/IN, HACKOJIbKO BaM yAaBaloCb KOHTPONMPOBaTb acTMy 3a nocaegHue 4 Hegenun?

B HeKkoTopon

CoBceM He yaaBanocb Mnoxo ynaBanocb Xopouwlo ygaBanoch MonHocTblO yaaBanochb
CTeneHu ygaBanocb
KOHTpPOAUpoOBaTh KOHTPOAMpOBaTh KOHTpPO/MpOBaTh KOHTPONNPOBaTh
KOHTpPO/MpOBaTh
1 2 3 4 5
UTtoro

Kntou (MHTepnpeTauus): lWkana ACT Bkio4YaeT B ce65 5 NYHKTOB /19 CAaMOCTOATE€/IbHOIO 3ano/IHEHUS NaLUeHTOoM,
KaXXAoOMYy NYHKTY npucBauMBaeTcsl 3HauyeHue ot 1 o 5 6annoB, KoTopble 3aTemM cymmMUpyloTca (o6GLiee 3HaYeHUe
wKanbl — 5-25 6annos). Cymma 25 6anioB o3Ha4yaeT NOJIHbIA KOHTPOJ1b; cymma 20-24 6anna o3Ha4vaert, 4To acTma
KOHTPOJIMpyeTCs XOpoLlo; cymMa 19 6a/1/ioB U MeHbLLe CBUAETE/IbCTBYET 0 HEKOHTPOJIMPYEMOi acTme.

MNoacHeHus:

e 25 6ananoB — Bbl MOJIHOCTbIO KOHTPOJIMPOBAJIU acTtmy 3a nocnegHue 4 Heaenu. Y Bac He 6blJ1I0 CUMNTOMOB
acTMbl U CBAA3AHHbBIX C HeW orpaHn4YeHuit. IPOKOHCYIbTUPYHTECH C BPA4OM, €C/IM CUTYyaLusi U3MEHUTCS;
e 07120 p024 6annoB — 3a nocneaHue 4 Hepaenu sbl XOPOLLO KOHTPOJIMPOBAJIU acTtmy, Ho He NMOJIHOCTbIO. Baw

Bpay4 nomoxeT Bam go6utbca MOJIHOTO KOHTPO/J141;

e mMeHee 20 6annoB — 3a nocneaHue 4 Hepenu sam HE ynasanocb KOHTPOJIMPOBATb actmy. Baw Bpauy moxert
nocoBeToBaTb BaM, Kakue Mepbl HY}HO NPUHUMATb, YTOGbl JOGUTLCA YNY4YLIEeHUs KOHTPONSA Haj Bawum 3a60-
neBaHueM.
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MpunoxeHue 2
TecT No KOHTPOJIIO HAJ acTmon y getei (c-ACT) [374]

Tnn (NOAYEPKHYTb):

° lIKaja OLEeHKK

°  WHOEKC

°* BOMPOCHUK

e apyroe (YTOY4HUTb):
Ha3HavyeHve: UHCTPYMEHT A5 OLLeHKU KOHTPOJ1 GPOHXMaIbHOM acTMbl y AeTen B Bo3pacTte oT 4 go 11 net

CogaepxKaHue (wabnoH):
Bannbl

1. KaKy 1e6a aena c actmoi cerogHa?
0 OuyeHb nNnoxo 1 MMnoxo 2 Xopouwo 3 OuyeHb x0polLLo |
2. KaK cunbHO acTma melwlaeT Te6e 6eratb, 3aHMMaTbCs GU3KYIbTYPON WU UrPpaTb B CNOPTUBHbIE UrPbI?
0 OyeHb MellaerT, 1 COBCEM
1 Meuwaert, 1 aTo 2 HeMHOXKO MeluaerT,
He Mory fenaTtb To, YTO MHe 3 He mewaet
MeHS paccTpauBaeT HO 3TO HUYEro

xo4eTca

3. Kawnsewb nu Tbl 3-3a acTMbI?

0 [a, Bce Bpems |1 [a, 4yacto |2 [a, nHorga |3 Hert, HuKoraa |

4. Mpocbinaewbes /M Tbl N0 HOYaM U3-3a aCTMbI?

0 [a, Bce Bpems |1 [a, 4yacTto |2 [a, nHorga |3 Hert, HuKoOraa |

Ha cnepytole BONpockl OTBETLTE CAMOCTOATENLHO, 6€3 y4acThs pebeHKa.

5. Kak yacto 3a nocneaHue 4 Heaenu Ball peGeHOK UCMbITbIBaN KaKue-1M60 CUMNTOMbI acTMbl B AHEBHOE Bpema?

5 Hwu pasy |4 1-3 gHsa |3 4-10 gHen |2 11-18 aHewn |1 19-24 gHsa |0 Kaxablv aeHb |

6. Kak yacTto 3a nocneaHue 4 Hejle/iM y Bawero pe6eHKa 6b1/10 CBUCTALLEe JbiXxaHUe U3-3a acTvbl B JHEBHOE BpemMA?

5 Hwu pasy | 4 1-3 gHg | 3 4-10 gHen | 2 11-18 gHen | 1 19-24 gHa | 0 Kaxabln ageHb |
7. KaK yacTto 3a nocnegHue 4 Heienu Ball pe6eHOoK npocbinasics nNo Ho4yam u3-3a acTmbl?

5 Hwu pasy | 4 1-3 gHA | 3 4-10 gHen | 2 11-18 gHen | 1 19-24 pHsa | 0 Kaxabl feHb
uToro

Kntoy (MHTepnpeTauus): TecT COCTOUT U3 7 BONPOCOB: BONPOChI ¢ 1-ro no 4-i npegHa3Ha4YeHbl ANns pe6eHKa (4-6annb-
Has oLleHOYHad WwKana oreetoB: oT 0 ao 3 6annos), a Bonpocbl 5-7 — ans poaurtenen (6-6annbHag wkana: or0 ao 5
6annos). PesynbTaToM TecTa fiBJiISeTCA CyMMa OLL,eHOK 3a BCe OTBeTbl B 6a/i1ax (MaKkcumasbHas oLeHKa — 27 6ainoB).

MosicHeHns: OueHKa 20 6ansioB U Bbille COOTBETCTBYET KOHTPOJIMpYyeMOM acTtme, oT 13 10 19 6annoB — acTmMa KOH-
Tponupyetca HefoCTaTOYHO 3P PEKTUBHO, U NALUEHTY PEKOMEHAYETCA BOCMNOJ/Ib30BaTbCA NOMOLLLbIO Bpaya Ans nepe-
CcMoOTpa nnaHa nevyeHusi, 12 6annoB U HUXKe — HEKOHTPo/IMpyemas actva.



Tun (noagvep
° lWKanao
®  WHAEKC

KHYTb):
LLEHKM

°  BOMNPOCHMUK

e [pyroe (YTO4HUTb):

MpunoxeHue 3
ONpPOCHUK NO KOHTPOJIIO cuMnToMOB acTmbl (ACQ-5) [375]

Ha3HayeHne: UHCTPYMEHT AN OLLeHKU KOHTPOJISl GPOHXMANIbHOM acTMbl y NalMeHToB 6 neT u ctapwe
CopaepraHue (wabnoH):

Bannbl

1. B cpeaHeM KaK 4acTo 3a nocJjiegHee BpeMms Bbl MPOCbINaJUCh HOYbIO U3-3a aCTMbI?

0 Hukorpa

1 OueHb peako

2 Pepako

3 HecKonbKo
pa3s

4 MHoro pa3s

5 OuyeHb MHOro
pas

6 He mor(-na)
crnaTb U3-3a
acTMbl

2. B cpeaHeM HacKoJIbKO CUJibHbl GbIJIM CUMIITOM

bl aCTMbl, Korga

Bbl NPOCbINaanCb YTPOM B Te4eHUe nocnegHen He

aenn?

0 CumntomoB
He 6bl10

1 OyeHb
cnabble
CUMMNTOMBI

2 Cnabble
CUMMNTOMbI

3 YMmepeHHble
CUMNTOMbI

4 [10BO/bHO
CWUNbHbIE
CUMMTOMBI

5 CunbHble
CUMMNTOMBI

6 OueHb
CUJIbHblE
CUMMNTOMBI

3. B 4enom HacKobKO Bbl GbIJIU OFrpaHU4EeHbl B CBOMX NPodecCcUOoHabHbIX NOBCEAHEBHbIX 3aHATUAX U3-3a acTMbl B TE4EHUE
nocnepaHeun Hegenu?

0 CoBceMm He
orpaHu4yeH(-a)

1 YyTb-4yTb
orpaHuyeH(-a)

2 HewmHoro
orpaHuyeH(-a)

3 YMepeHHOo
orpaHuyeH(-a)

4 OuyeHb
orpaHuyeH(-a)

5
Ypes3BblHanHO
orpaHuyeH(-a)

6 TllonHocTblo
orpaHuyeH(-a)

4acCTb BpeMeHN

4acTb BpeMeHun

4. B uenom KaKylo YacTb BpeMeHH B Te4eHUue nocneaHei Heenumy Bac 6biiv XpuUnbl B rpyau?
4 5
0 Hwukorpa 1 OuyeHb pegko |2 Peako 3 WHorpa 3HauyuTenbHyto |Mopasnsiowyo |6 Bce Bpems

5. B uenom 6bin

ajiny Bac oablll

Ka U3-3a acTmbl B Te4eHUue nocine,

AHeW Hepaenu?

2 (G — O 2 He6onbluaa |3 YmepeHHass |4 CwunbHas 2 ACERED 5 OB
He 6blN0 He6osblas cunbHas cubHas
UTOro

Kntoy (MHTepnpeTauus): ONPOCHUK COCTOUT U3 5 BONMPOCOB 0 YacTOTe U CTENEHU BbIPaXK€HHOCTU CUMNTOMOB acTMbl
3a nocneHIol Hepjesnlo, BbipaXXeHHOCTb CUMNTOMOB OL,€HUBAIOT NO 7-6an/bHON wKane ot 0 go 6 6annoB. Takum
o6pa3om, o6Wuini MHAEKC No onpocHUKy ACQ-5 MmoxkeT BapbupoBaTb oT 0 — NOJIHOCTLIO KOHTPO/AMpyeMasa actMma
A0 6 — a6GCcoNIOTHO HEKOHTpoupyemasn actma. 3HayeHue ACQ-5 < 0,75 focTOBEPHO CBUAETE/ILCTBYET O XOpoLiem
KOHTpOJie 6pOHXUaNbHON acTMbl, a ACQ-5 > 1,5 roBOpUT 0 HEKOHTPOJIMPYEMOM Te4eHUU 3a6oeBaHUA.

MNoscHeHns: Bce 6annbl cymmMmUpytoTcs, 3aTeM CymMMa Ae/IMTCA Ha YUco BonpocoB (5), Takum o6pa3om, o6Luin
UHAEKC MoeT 6biTb oT 0 g0 6.

PEDIATRIC PHARMACOLOGY. 2025;22(4)
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MpunoxeHue 4
OnNpOCHMUK MO KOHTPOJIIO Hap GpoHXUanbHOM acTMOn y aeTen oT 5 net u mnagwe (TRACK) [376]

Tvn (NOAYEPKHYTb):

° lIKaja OLEeHKK

°  WHOEKC

° BOMNPOCHUK

e apyroe (YTOY4HUTb):
Ha3HavyeHve: UHCTPYMEHT A1 OLLleHKU KOHTPOJ1S GPOHXMAIbHOM acTMbl Yy NalMeHToB OT 5 neT u maapwe

CogaepxKaHue (wabnoH):
Bannbl

1. B TeyeHune nocneaHux 4 HeAeNb KaK 4YacTo Ballero peéeHka 6ecnoKonnm npo6aembl ¢ AblxaHUeM, TaKUe KaK CBUCTSALLee
AblXaHue, Kalwenb Uu oabilIKa?

10 1pas 5 2wunu 3 pasa 0 4 wun6onee pasa

20 Huckonbko 15 1wunm 2 pasa
B Hegesno B Heaeno B Heaeno

2. B TeueHue nocneaHux 4 HeAeNlb Kak 4acTo Npo6aeMbl ¢ AbIXaHMEM y Ballero pe6eHKa (CBUCTSALLee AbiXxaHUe, Kallesib Uin
oAbllIKa) Gyaunu ero/ee no Hoyam?

10 1pas 5 2wunu 3 pasa 0 4 v 6onee pasa

20 Huckonbko 15 1wunm 2 pasa
B Heaeno B Hejeno B Hejento

3. B TeyeHue nocnegHux 4 Hepeslb Kak 4acTo Npo6sieMbl C AblXaHUEM Yy Ballero pe6eHKa (CBUCTALLEeE AblXaHUe, Kaluelb Uiu
0AbllKa) MeLwaau emMmy urpaTtb, XOAUTb B LLKOJIY WK 3aHUMATbCA OGbIYHbIMU Ae/1aMK, KOTOPble pe6GEeHOK AO/IKEH fenaThb B ero
Bo3pacrte?

10 1pas 5 2wunu 3 pasa 0 4 wn6onee pasa

20 HucKonbko 15 1unn2pasa
B Hejesto B Heaeno B HefeNo

4. B TeyeHUe nocneaHUx 4 HefleNlb KaK 4acTo BaM NPUXOAUIOCD JIEYUTb MPOGAEeMbl C AbIXaHUEM Ballero pe6eHkKa
(cBUcTAWee AblxaHUe, KalleNb UK OJblllKa) C MTOMOLLbIO NPpenapaToB GbICTPOro AeicTBUSA (CanbGyTamos, BEHTOJIUH,
unpaTtponusa 6pomup + peHoTepon, Gepogyan?

10 1pas3 5 2wunm 3 pasa 0 4 wvb6onee pasa

20 HuckonbKo 15 1wnmn 2 pasa
B Heaesto B Heaeno B Heaeno

5. B TeueHune nocnegHux 12 mecsiueB Kak 4acTo BalweMy peGeHKY Npuxoaunocb NPUHUMAaTb NepopasibHblie KOPTUKOCTepounabl
(NMpeaHU30M0H, AEKCaMeTa30H) Npu Npo6aemMax ¢ AbIXaHMeM, He NOAAAIOLWMXCS JIEYEHUIO APYrUMHM NnpenapaTtaMmu?

10 1pas 5 2wunu 3 pasa 0 4 wn6onee pasa

20 Huckonbko 15 1wunm 2 pasa
B Hejenio B Hejeno B Hejeno

uToro

Kntoy (MHTepnpeTaums): OnpoCHUK BKKO4YaeT 5 BONpocoB ¢ OL,eHKOM 3a KaxAabik oT 0 o 20 6annoB. OGLee Konu-
4yecTBO GanNioB CyMMUPYeTCs, U €C/iIu UTOroBoe 3Ha4yeHue coctaBaset meHee 80 Gannos, cCYUTAETCH, YTO acTMa
KOHTPO/IMPYETCA HEJ0CTaTO4YHO XOPOLUO.

MoscHeHns: Kputepumn BKAOYeHUs B rpynny ana nposepaeHus TRACK-tecta: Bo3pacTt 60/IbHOro MmeHee 5 ner;
He MeHee ABYX 3N1M3040B OAblKW, CBUCTALLUX XPUMOB UM KaLiA NPOJOIKUTENIbHOCTbIO He MeHee 24 4; Ha3Ha-
YyeHue GPOHXOJIUTUKOB (B-aroHUCTbI, XOJIMHONUTUKU MU UX KOMOMHALUA) ANA CKOPOW WU HEOT/IOXKHOW Tepanuu;
noaTBepKAeHHbIK auarHo3 bA.



MpunoxeHue 5
OnNpOCHUK MO OLeHKE YPOBHSA KOHTPOJIS CUMNTOMOB GPOHXUaNIbHOM acTMbl Yy B3POC/IbIX,
NnoApOCTKOB U geTen ot 6 go 11 ner [19]

Tvn (NOAYEPKHYTb):

° LIKana OueHKu

®  WHAEKC

° BOMPOCHUK

e [pyroe (YTO4HUTb):

Ha3HayeHne: UHCTPYMEHT ANA OLEHKU KOHTPOJA GPOHXMaNbHOW acTMbl Y AeTel cTapwe 6 neTt, NOgPOCTKOB
U B3POC/bIX

CopaeprxaHue (wabnoH):

A. KoHTponb cumntomoB BA

3anocnegHve 4 Heply nauMeHTa oTMeYannch: | XopoLlo KOHTposiMpyemas | YacTM4yHO KoHTposiMpyemas HeKkoHTponupyemas
[HEBHbIE CUMNTOMbI Halle YEM OA O
2 pa3a B Hefiento HETO

OA O
HouHble npobyxaeHns ns-3a bA HETO

Huyero n3
1-2 U3 nepeyvncneHHoro 3-4 3 nepeyncneHHoro

Motpe6HocTb B KABA ang JA O nepeYyucreHHoro
KynupoBaHWsi CUMNTOMOB Yalle HETOI

yem 2 pasa B Hegento

Jio6oe orpaHnyeHune aktueHoctn | A [
n3-3a bA HETO

B. ®aKTopbl pUCKa A5 HE61aronpPUATHLIX UCXOA0B

OueHvBaTb GaKTopbl pUCKa NpU NoCcTaHOBKE AMarHo3a 1 NepuoanMyecku, 0CO6EeHHO Y NaLUeHTOB ¢ 060CTPEHUIMU.
NamepaTb dyHKUMIO nerkux (OPB,) B Havasne Tepanuu, 3atem cnycta 3—6 mec nedenns UK ana peructpaumu nyyimx nokasaresnen
YHKLMK NTerkux naumreHTa u 3ateM nepuoanyeckn — Ans OLEHKU pUcKa

PEDIATRIC PHARMACOLOGY. 2025;22(4)

1) daKTopbl pUCKa 060CTPEHUS

HeKoHTpo/iMpyeMblie CUMMTOMbI BaHbI daKTop pucKa pa3BuTns oboctpeHus [377]

Ype3mepHoe nucnonb3zosanve KABA (> 3 nHranatopos

(200 po3/mec) B TeveHue roga) cBA3aHo C NOBbIWEHHbIM
prUcKoM 060cTpeHn BA n cmepTn, 0COBGEHHO eCnn peyb Uaet
06 ncnonb3oBaHuun > 1 dpnakoHa KABA B mecsy,

JlekapcTBeHHbIE npenapatbl

OXKupeHue, XpPOHUYECKU puHocuHycuT, NP,

ConyTcTBylolmne 3a6071€BaHNA
noATBEPXAEHHAA NuLLeBas anneprus, 6epemMeHHoCcTb

®daKTopbl, ycHANUBaIOLUE PUCK
060CTpeHmI, faXke ecnu y nayneHTa | IKCrnosnums
umelTCs He3Ha4YuTeIbHble
cumnTomMmbl BA

KypeHue, aneKTpoHHbIe curapeTbl, BO3AENCTBUE annepreHos
Npv HaNU4YMKU CeHCUOUNU3aLMn, 3arpsa3HeHne Bo3ayxa

CylecTBEHHbIE MCUXONOIMYECKUE MU COLLIMaNbHO-

lcuxonornyecKme npUYnHbI
3KOHOMMUYECKMNE NPoBneMbl

Husknn OPB, (0c06eHHO < 60% AO0MKHOTO), BHAYUTE TbHDIN

Jlero4Hasi pyHKUUs
OTBET Ha 6poHxoannaraTtop

[oBblWeHMEe YPOBHSA 303MHOPUIOB B KPOBM, NOBbIeHne FeNO

Mapkepbl BocnaneHns T2-tuna . .
(y B3pOChbIX C anfiepruyeckom actmoun, npuHmumatowmx UrK)

MHTy6aumsa unu neveHue B oTaeNeHMn UHTEHCUBHOM Tepanuun no

O6ocTpeHunsi B aHaMHese
nosogy bA; > 1 Taxkenoro o6ocTpeHus 3a nocnegHue 12 mec

2) daKTopbl pUCKa ANa pa3BUTUS GUKCUPOBAHHON O6CTPYKLMUKU AblXaTeNbHbIX NyTen
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HeoHOLWEHHOCTb, HU3Kas Macca Tena npu POXKAEHWM 1 6osbluas
AHamHe3 npu6aBKa Macchl Tefa B MiafeHYecKoM Bo3pacTe, XpoHWYecKas
rMnepceKpeLIs Camsm

Tepanus OtcyTcTBME Tepanun UK nauueHTa ¢ TaxenbiM 060CTPeHUEM B aHamHese

Ta6ayHbIn AbIM, BpeAHble XMMUYECKNE BelecTBa; NpodeCccnoHanbHoe

OKkenosnyms =
UK GbITOBOE BO3/[eMCTBUE MONNIOTAHTOB

O6cnepoBaHne HWU3KN MCXOAHBIN NMoKasaTenb OPB,, 303MHOGUANA MOKPOTbI U KPOBU
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3) ®aKTopbl pUCKa Pa3BUTUS HeXKenaTenbHbIX MO604YHbIX 9GPEKTOB NEKAPCTB:
® CUCTeMHble: YacToe npuMeHeHune CI'K; anutenbHoe NnpuMeHeHUe BbICOKUX 403 UK NPUMEHeHUe cunbHoaencTByowmx UMNK;
TaKxe npumeHeHne P450-nHrnbuTopos;
®  JIOKanbHble: BbICOKWE A03bl UK cunbHodencTByowme UMK, nnoxas TexHUKa MHransaumm

Kntou (MHTepnpeTtauus): CornacHo FnoGanbHOW cTpaTterMm Jje4yeHUss U NpoPpUNaKTUKU GPOHXMAJIbHOW acTMbl
(GINA, 2023), ansa onpeaeneHUss YPOBHA KOHTPONA Haj cMMNTOMaMu 3a6osieBaHUSl Y B3pPOC/bIX, NOAPOCTKOB
u aeten 6-11 net UCNO/Nb3YIOT ONMPOCHUK, COCTOALLUNA U3 4 BONPOCOB, NO3BOJISIOWMIA OLLEHUTb COCTOSIHUE NaLueH-
Ta 3a nocnefHue 4 Hep. B 3aBUCMMOCTU OT KONMYECTBA NMOJIOKUTEJIbHbIX OTBETOB YPOBEHb KOHTPO/IA OL,EHUBAIOT
KaK XOpPOLUUI, HaCTUYHbI/ WX HE KOHTPOJ1b. [laHHbIA ONPOCHUK NO3BONSAET TaKKe BbiIABNATbL PaKTOPbl pUCKa HeGNa-
ronpUATHbLIX UCXOAO0B.

MosicHeHns: HeKoHTponupyemana GpoHXxuanbHafa actMa — 3-4 KJMHUYECKUX NPU3HaKa 3a nocnepHue 4 Hep,
YacTUYHO KOHTponupyemas — 1-2 KJIMHMYECKUX NPU3HaKa 3a nocsieHue 4 Hefj, XOPOLLO KOHTpoNupyeMmas — OTCyT-
CTBUE NEePEeYUC/IEHHbIX KIMHUYECKUX NPU3HAKOB y NaLMeHTa.

MpunoxxeHue 6
[lonoNHUTENbHbIA ONPOCHUK MO OL,eHKE YPOBHSA KOHTPOJIA CUMNTOMOB GPOHXMUaNIbHOM acTMbl
y aeten ot 6 go 11 net [19]

Tun (NOA4YEPKHYTh):

® lKaNa OUuEeHKHK

°  UWHAEKC

°* BOMPOCHUK

e fapyroe (YyTO4HUTBb):
HasHayeHne: UHCTPYMEHT AJisl OLl€eHKU KOHTPOoJ1 GpOHXUabHOM acTMbl y geTen oT 6 go 11 nert
CogaepxaHue (wabnoH):

KoHTponb cumntomoB BA

CnpocuTe, Kak YacTo y pe6eHKa 6blBatoT Kallenb, CBUCTALEeE AblXxaHWe, OfbllWKa UK Taxenoe
[HeBHble CUMNTOMBI OblXaHuWe (C 4acTOTOM B Heento Uian B AeHb). YTo npoBoLMpyeT cMMNTOMbI? KaK yaaeTcst cnpaBuTbes
¢ cumnToMamu?

Kalwwenb, npo6yxaeHue, ycTanocTb B TeueHue aHA? (Ecnv e AMHCTBEHHBIM CUMMNTOMOM SIBASIETCS
Ho4Hble cumMnTOMbI Kallenb, pacCMOTpUTE Apyrue AUarHo3bl, TakKMe Kak PUHWUT UK ractpoasodareansHan pedniokcHas
60n€e3Hb.)

Kak 4acTo ncnonb3ytoTcs npenapaTsl, o6neryatowmne cumntombl BA? Heobxoanmo
ambdepeHLMpoBaTb UCMOb30BaHWe NpenapaTos nepej GpU3n4ecKon Harpy3Kom (CNopTUBHOM
TPEHUPOBKOM) M UX UCNONb30BaHWE AN 061er4yeHns CUMNTOMOB

Mcnonb3oBaHWe npenapaTos,
o6neryaroLmx CUMNTOMbI

Kakwue Buabl cniopta / xo66u / nHTepechl ecTb Y pebeHKa B LWWKone 1 B cBo6ogHOe Bpema? Kakos
YPOBEHb aKTUBHOCTM pe6GeHKa No CPaBHEHUIO C M0 CBEPCTHUKAMM UK BGpaTbaMu 1 cecTpamnu?
CKONbKO HeN pe6eHOK OTCYTCTBYET B LWKoNe? NocTapanTechb NoyYUTb TOYHYIO KapTUHY AHS
pebeHka oT caMmoro pebeHKa, He nepebrBas ero u/wnu cConpoBoXaatoLLee Lo

YpoBeHb aKTUBHOCTHU

maKTOpbl PUCKa HeGnaronpuaTHOro ucxoaa

CnpocuTe, KaK BUpPYCHble MHOEKLMM BANUSIOT Ha acTMy pe6eHKa. MellatoT M CUMATOMbI 3aHATUAM
B LUKOMIE MK cnopToM? Kak 4oaro AnsaTcs cMMnTombl? CKOMbKO 3NM3040B 6bl10 C MOMEHTa
nocnegHero Bu3uTa K Bpady? bblan 1M HEOTNOXKHbIE 06paLleHns 3a ambynaTtopHOM unu
O6ocTpeHune CTaLMOHaPHON MEeANLMHCKON MOMOLLbIO? MMeeTCs i MMCbMEHHbIN NiaH 4eNCTBUIA?

daKTopbl pUCKa 060CTPEHUI BKAOYAOT B ce65 Hannyne o60CTPEHUI B aHaMHe3e, M0XoM
KOHTPO/Ib CUMNTOMOB, HU3KYIO MPUBEPIKEHHOCTb IEHYEHMIO, HU3KUI JOCTATOK U CTOMKUIA
NONOXUTENbHbIN GPOHXOAUNATALLMOHHBIN TECT, AaXKe eCNu y pe6eHKa CUMMNTOMbl ManoYUCIEHHbI

MposepKa nero4Hon GyHKuUMK. OcHoBHOE BHUMaHKe yaensetcs OPB, M COOTHOWEHMIO
NleroyHas GyHKUMSA ODB, /OHEJI. N306pasute aTv 3Ha4eHUs B BUE NPOLIEHTOB OT NpeArnonaraeMbix 3Ha4eHum, YTo6bl
OLIEHWTb BPEMEHHYIO TEHAEHLMNIO

MpoBepsiiTe pocT pe6eHKa He pexe 0AHOro pasa B rofl, Tak Kak Njioxo KOHTposiMpyemas actMa
Mo604HbIN ahDeKT MOXET BAUATb Ha POCT, @ CKOPOCTb POCTa MOXET 6bITb HUXKE B nepBble 1-2 roaa nevyexms UK.
CnpocuTe 0 KpaTHocTu npuema u go3se UMK v opanbHbIX KOPTUKOCTEPOUAOB

®DaKTOopbl, OTHOCALLMECS K IeYEHUIO

MNMonpocute pebeHKa NoKasaTtb, KaK OH UCMOMIb3yeT CBOW MHransaTop. [poBepbTe TEXHUKY

TexHUKa uHranaumm . .
C UHCTPYKLIMEN K KOHKPETHOMY YCTPOWCTBY

CnpocuTe, UMeIoTCA N1 B AJOME HadHa4vyeHHble pebeHKy NeKkapcTBeHHbIe Npenaparbl (MHransaTopbl
n/nnun Tabnetkn). CKONbKO HeN B Heaento pe6eHoK Nonb3yeTcs UMK (Hanpumep, O, 2, 4, 7 agHen)?
Jlerye nn pe6eHKy NOMHUTb 0 HEOBXOAMMOCTU NPUeMa NekapcTBa yTpoM Uin Beyepom? lae
XPaHUTCA NeKapcTBO — Ha BUAY /M OHO, 4TOObI He 3a6bITb?

MpuBEPKEHHOCTb NIeYEHUIO




EcTb nn y pebeHKa, ero poguTenemn/oneKkyHoB Kakue-nmbo onaceHus rno noBoay actMmbl (Hanpumep,

Lenn/onacenus
cTpax nepej nekapcreamu, no6o4HbIMU apdeKTaMu, noMexamu B AeATeNbHOCTH)?

ConyTtcTBylouiMe 3a6oneBaHus

3ya, YnxaHue, 06CTpPyKLUMSA Hoca? MoxeT n pebeHOK AbllaTb Yepe3 HoC? Kakune nekapcTBa

ANNepruyecKkum puHUT
NPVYHUMALOTCA AN TeYeHWs Ha3abHbIX CUMATOMOB?

3K3ema HapylueHne cHa, TONUMYecKne KOPTUKOCTEPOUbI?

EcTb vy pebeHKa anneprus Ha Kakne-nm60o npoaykThl? (MoaTBepKAEHHAs nuLLeBas anneprus

Muuiesas anneprus - h
ABnseTca GakTopOM pUCKa CMEPTU, CBA3AHHOM C acTMOW.)

MpoBepbTe MHAEKC MacChl Tefa ¢ NonpaBKoi Ha Bo3pacT. CnpocuTe o aveTe n GU3NYECKO

OxXnpeHue
aKTUBHOCTH

Apyrue uccnepoBaHus (Npu HEOGXOAUMOCTH)

Ecnv Ha ocHOoBaHWM BbllWENPUBEAEHHbIX BOMPOCOB HEBO3MOXHO YETKO OLLEHUTb CTENEHb KOHTPONS
BepeHve gHeBHUKa 3aboneBaHus, NnonpocuTe pebeHKa Uan ero poanuTenen/oneKyHoB BECTH exXeJHEBHbIN JHEBHUK,

(B Te4yeHue 2 Hepn) BKJIlOYaOWMIK BHECEHUE CMMNTOMOB BA, NeKapCTBEHHbIX NpenapaToB 4715 061er4yeHns CMMNTOMOB,
a TaKXKe MMKOBOW CKOPOCTHM BblAaoxa (Nyyllee 3Ha4YeHue U3 3 nokasaTenew) B TeyeHne 2 Heq

DaKTOpbl PUCKA CTOHKOIo
orpaHM4yeHUsi BO3[YLHOIro

MOTOKa
e Tsaenas acTMa C HECKONIbKMMU
rocnutanmdauuamu

b BpoHxnMonut B aHaMHese

daKTopbl pUcKa pa3BUTHUSA

no604HbIX 3P PeKToB

JleKapCTBEHHbIX CPEACTB

e CuCTeMHble: YacTble KypcChbl
opasibHbIX MMIOKOKOPTUKOUAHbBIX
JleKapCTBEHHbIX NpenapaTos,
BbICOKMWE A03bl N/UNKn
cunbHogencTaylowme UMK

e MecTHble: Ucnonb3oBaHue
cpeaHux 1 BbiCoKmx go3 UMK
NN CUNbHOAENCTBYIOLWMX
WUIK; HenpaBuabHasa TeEXHWKa
MCNONIb30BaHUA UHranaTopa;
OTCYTCTBME 3aLUNUTbI KOXK U
rnas npu ucnonb3osaHun UMK
C nomolybto Hebynansepa nnu
cnencepa c mackon

MpepocTaBnsgeT MHGOPMALMIO O TMNEPPEaKTUBHOCTU AbIXxaTeNbHbIX NyTeN U druandeckom dopme.
TecT c pusnyecKor Harpy3Kon lpoBoOAMTCA B TOM Crly4ae, €Cnu Npu UCMNoNb30BaHWUU APYrMX MUHCTPYMEHTOB BCE PaBHO TPYAHO
OLEHUTb KOHTPOJb aCTMbl

Kntou (MHTepnpeTaums): CornacHo MoGanbHOM cTpaTerum ne4yeHusa u npopunakTuku 6ponxmanbHon actmbl (GINA,
2023), AOMNOJIHUTENIbHO K APYrMM ONMPOCHUKaAM JJisl OLLeHKN KOHTPO/Ii acTMbl U OLLEHKU PUCKOB HeG1aronpusaTHbIX
UCXO0B Yy AeTel oT 6 A0 11 neT UCNONb3YIOT AONO/IHUTEJIbHbIA ONPOCHUK, NO3BONAIOWMUA OLLEHUTb HE TOJIbKO YpPO-
BeHb KOHTpons BA, HO U BIusiHMe 3a60/1€BaHUA Ha Ka4eCTBO }XU3HU, eXXeJHEBHYI0 aKTUBHOCTb, BbIIBUTb paKTOPbI
PUCKa CTOMKOro orpaHu4eHusi BO3AYLWHOIo Notoka u GakTopbl pUcKa pa3BUTUA NOGOUYHbIX 3P PEKTOB NeKapCTBEH-
HbIX CPEACTB.
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MpunoxeHue 7
JononHUTENbHbIA ONPOCHUK MO OLLleHKE YPOBHSA KOHTPOJIA CUMNTOMOB GPOHXMaIbHOW acTMbl
y peten maaawe 5 net [19]

Tnn (NOAYEPKHYTb):
° lIKaNa OUEHKHK
°  MWHAOEKC
° BOMNPOCHUK
e apyroe (YTOY4HUTb):
Ha3HavyeHve: UHCTPYMEHT ANA OLL,eHKU KOHTPOJ1 GPOHXMaNbHOM acTMbl y AeTen Jo 5 ner
CogaepxKaHue (wabnoH):

A. KoHTponb cumntomoB BA YpoBeHb KOHTpons cumnTomoB BA
Bbinn nu 3a nocnegHune 4 Hepy pebeHKa: Xopowo KOHTPOSIMpyeMbIM | HacTUYHO KOHTPONUPYEMbIN HeKoHTponnpyembin
[IHEBHble CUMMNTOMbI acTMbl, OA O
ANSILMECS HECKOJIbKO MUHYT HETOI

v 6onee 1 pasa B Heagenw?

OrpaHun4ymBaeT N1 pebeHoK
CBOIO @aKTUBHOCTb B CBA3U C
BA (urpaet/6GeraeT meHblue, |AA O
4yeM apyrue fetu, 6bicTpo HETO 1-2 nynKTa 3-4 nyHKTa

yCTaeT BO BpeM4A nporym(M/ Huyero ns nepevyncneHHoro M3 nepevyncneHHoro
nrpbl)? n3 nepevyncneHHoro

MNMotpe6HocTb B KABA Gonee | A [

1 pa3a B Hegento? HETI
Ho4Hble NpobyXaeHUs unu JA O
HO4YHOW Kawenb, cBA3aHHbIe |\ s o

c bA?

B. MporHo3upyembiii pUCK HeGNaronpPUATHbLIX UCXOA0B Npu BA

daKTopbl pUCKa 060CTPEHHUI acTMbI B 6/IMKalLLMe HECKOJIbKO MecsiLeB

* HeKOHTpOAMpyeMble CUMNTOMbI aCTMbl

* OZHO MM HECKOJbKO TSXKeNbIX 060CTPEHNI (BbI30B 6Gpurabl CKOPOM NOMOLLM, FOCNUTANN3aLMA UK KYPC OpabHbIX
KOPTUMKOCTEPOMAOB) B Te4eHWe NpeablayLlero roga

* Hayano o6bI4HOrO A9 pebeHKa ce30Ha 060CTPEeHUIN (0CO6EHHO OCEHbIO)

° 9Kcno3uuus TabayHoro AbiMa; BO3AEWCTBME NOIOTAHTOB B MOMELLEHWUU UM Ha YNNLLE; SKCMO3ULMS anflepreHoB B MOMELLEeHNM
(HanpuMep, KNeLLm JOMalLHeN Nblav, TapaKkaHbl, JOMaLIHUE XXMBOTHbIE, NeCEHb), 0COGEHHO B COYETAHUM C BUPYCHON MHDEKLMEN
[378]

* Cepbe3Hble NCUX0OrMYeCcK1e Un CoLlManbHO-3KOHOMUYECKME Npob6embl y pebeHKa Ui ceMbiu

* HusKkas npuBepxeHHocTb npuemy UMK nam HenpaBunbHas TEXHWKa UHTanauum

* 3arpssHeHue okpyxatowen cpesbl (NO, 1 Apyrue nontotanTbl) [379]

Kntou (nHTepnpetauus): CornacHo FnoGanbHOM cTpaTterMm Jjie4eHUs U NpoPUNaKTUKU OPOHXMAJIbHOW acTMbl
(GINA, 2023), pnsa onpepaeneHns YPOBHA KOHTPOJSA HaA cCUMNTOMaMu 3a6oieBaHUA y AeTel mnajwe 5 net ncnonb-
3YIOT ONPOCHUK, COCTOSAILLMA U3 4 BONPOCOB, NO3BOJIAIOLWMIA OLLEHUTb COCTOSIHUE NMaLMueHTa 3a nocnegHue 4 Hepj.
B 3aBMCMMOCTH OT KOJIM4ECTBA NOJIOKUTEJIbHbIX OTBETOB YPOBEHb KOHTPOJISl OLLEHMBAIOT KaK XOPOLUMA, HaCTUYHbIN

WU He KOHTPO/b. [laHHbI! ONPOCHUK NMO3BOJSAIET TaK}Ke BbIABNAATbL GaKTOPbl pUCKa HE61aronpPpUATHbIX UCXO40B.

MNosicHeHns: HeKoHTponupyemas GpoHxManbHass actmMa — 3-4 KJAMHUYECKMX NMpU3HaKa 3a nocnepHue 4 Hep,
YacTU4YHO KOHTponupyemas — 1-2 KJIMHMYECKUX NPU3HaKa 3a nocsiegHue 4 Hefj, XOPOLLO KOHTpoNUpyeMas — OTCyT-

CTBUE NepevYUCsieHHbIX KJIMHUYEeCKUX MNPU3HaKoB y nalueHTa.



MpunoxeHue 8
Mpumepbl OpMYNMPOBKU KIMHUYECKOIO AUArHo3a 6poHXMaibHON acTMbl

B anarHose fomKHbl 6biTb YKa3aHbl:

3TUOIOrUSA (EC/IM YCTAHOBJIEHA);

CTEMNEHb TAXKECTH;

YPOBEHb KOHTPONS;

cTeneHb AblXxaTe/lbHOW HeOCTaTOYHOCTH;

conyTcTByloLME 3ab60neBaHus, KOTOPble MOryT OKa3aTb BANSHWE Ha TeyeHue BA;
npu HanM4YMM — 06OCTPEHUE C YKa3aHMEM Ero CTENEHU TAKECTH.

lpumepbl popmMynnMpoBOK AMarHo3a

BpoHxnanbHas actma, annepruyeckas, CpeaHeTs Kenoro Te4eHms, Kontpoampyemas. IH O cT. Anfepruyecknn puHuT
KPYrnorogn4yHbln, nerkoe tedeHne. CeHcMbunmsaums K annepreHam Knewen JomMallHen nbiiu.

bpoHxnanbHas acTMa, Heannepruyeckas, 303nHOUIbHANA, CpeHen TAKECTHU, YaCTUYHO KOHTponupyemas. H O cT.
XPOHMYECKHMI NONMUMO3HbIA PUHOCUHYCHT. HEMEPEHOCHMOCTb HECTEPOUAHBIX MPOTUBOBOCNANUTENbHBIX NpenapaToB
M NPOTUBOPEBMATMYECKMX NPENapaToB.

BbpoHxnanbHaa acTMa, annepruyeckas, cpeaHen TaxecTu, obocTpeHne cpeaHen Taxectu. AH | cT. Annepruyeckui
PUHUT, NEPCUCTUPYIOLLMIA, TAXKENoe TeyeHne, o6ocTpeHune. CeHcnbunumsaums K NblibLEBbLIM annepreHam (4epeBbs).
bpoHxnanbHaa acTma, cMellaHHasa (acnMpuHOBas, annepruyeckas), 303MHoduIbHas, CpeaHen TAXKECTHU, YaCTUYHO
KoHTponupyemas. JH O cT. Annepruyeckmi puHuT, nepcmucTupytouiee teyeHne. XpoHUMYeCK1M peLmamBmpyowmin noim-
NMO3HbIV PUHOCUHYCUT. CEeHCMBUNN3aums K anfiepreHam Kinellen goMallHen nbliu.

BpoHxmanbHas acTma, Heannepruyeckas (acnupuHoBas), ropMOHO3aBHUCUMAs, TAKENOro TeYEHUs, C NO3AHUM Hava-
oM, HeKoHTponmpyemas. JH O cT. XpOHUYECKUI MONUMNO3HbIN PUHOCUHYCUT. OxknpeHue 1l cT. PacnpocTpaHeHHbIN
0CTEOMNOPO3, KOMMPECCUOHHbIN MEpPesom NOSICHUYHOIO OTAENA NO3BOHOYHMKA.

MpodeccroHanbHas 6poHxnanbHas acTMa, BbiI3BaHHasg KOHTAKTOM CO CMELLIaHHOW pacTUTENIbHOW MNblblo, annepruye-
CKasi, nepcucTupytowas, cpeaHen TIXeCTH, YHacTMYHO KoHTponnpyemas. JH | cT. NpodeccrnoHanbHbii annepruieckmm
PUHUT. [MNEepUYyBCTBUTENbHOCTb K 3€PHOBOM M My4YHOW Mblan (anbda-amunasa).

MpodeccnoHanbHaa 6poHXManbHas acTma, BblI3BaHHas KOHTAKTOM C TOKCMYECKUMM BELECTBAMM, Heannepruieckas
nppuTaTMBHAas, Nerkas nepcucTupytowas, 4actTuyHo KoHTponupyemas, [AH O cT.

MpunoxeHue 9
KnuHuyeckue npusHaku, noBbiliaoLWme BEPOATHOCTb GPOHXUANIbHOM acTMbl y AeTel maaawe 5 net

BeposiTHocTb BA
BbicOKas cTeneHb

BA manoBeposiTHa BA BeposTHa
BeposaTHocTu BA
lNokasarenb
Kawenb, 3aTpygHeHne Kawenb, 3aTpyaHEHWE AblxaHus, Kawenb, 3aTpyaHEHWE AbIXxaHus,
CUMNTOMbI, BO3HUKaOLWMue PYA PYA A PYA A
[bIXaHUs, CBUCTALLME XPUMbI, CBUCTALLME XPUNbI, ANAWMECS CBUCTALLME XPUMbI, ANSALMECH

BO Bpema OPU - . .

answmecs merHee 10 gHew 6onee 10 gHen MeHee 10 aHen

YacTtoTa BOSHUKHOBEHUSA

> 3 3nN130408B B roj Mnbo Taxenoe | > 3 aNn3040B B rof NMbo Taxenoe
2-3Broj Te4yeHue U/unn yxyaleHue TeYeHUe u/Unu yxyglieHue

CUMNTOMOB
CUMNTOMAaTUKKU B HOYHOE BPEMS CUMMNTOMATUKKU B HOYHOE BpeMs
MoryT nosiBAATLCS MoryT nosBnaTLCS
Hanuyne cumntomoB BHe HeT nepuoanYecKuni Kalenb, nepuoanYecKui Kalensb,
anusonos OPU CBUCTSALLEE UKW 3aTPYAHEHHOE CBUCTSALLEE UK 3aTPYyAHEHHOE
[bixaHne [bIXxaHue BO BpeMs Urp uan cmexa
Annepruyeckas ceHcubunnsauns,
aTONMYECKUM AepMaTuT, NuLLeBas
AnneproaHamHes

anneprus, Hanvymne bAy uneHos
ceMbu

lMpumeyaHne. BA — 6poHxunanbHas actMa; OPU — ocTpas pecnvpatopHasa MHOEKLMS.

Taknm o6pas3om, ana pebeHKka Ao 5 NeT ¢ aNM304amMu peLMaANBUPYIOLLErO CBUCTSLLENO AblXaHUS B aHamMHe3e anarHo3 bA
cTaHoBUTCS 6oJiee BEPOATHLIM ECu:

CBUCTSALLEE AblIXaHWE WK Kallenb NoABASIOTCA Ha GOHEe GUBUYECKOM HArpy3Ku, Npu CMexe, niavye namn B 0TCYTCTBUE ABHbIX
NPU3HAKOB pecnupaTtopHon MHPEKLMK,

Hann4ymMe conyTCTBYIOWMX annepruieckmx 3abosieBaHni (@TonMyecKkum epmaTuT, aniepruyecKnuin puHKT) y camoro pebeH-
Ka WKW Hanuyme CEHCMBUAN3aLMKU K aniepreHam MM acTMbl Y POCTBEHHUKOB NEPBOW IMHWK;

KJIMHUYECKOE yNyYylleHne B TedeHne 2—3-Meca4yHOro Kypca Hn3koao3How tepanum UMK B coyetaHmm ¢ KOPOTKOAENCTBY-
lownmu 32-aroHnctamu no TpeboBaHuio. Npu 0oTMEHe Tepanuu HacTynaeT yXyALWEeHUE;

UCKJIIOYEHbI aflbTepHaTUBHbIE 3ab6oneBaHuns [19].
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Mpunoxenue 10
KnuHnyeckne npusHaKu, cCBMAETE/IbCTBYIOLUE O BbICOKOW BEPOSATHOCTU GPOHXUaNIbHON aCTMbl Y B3POCJIbIX

KnAuHMYEeCcKue NpusHaKm,
noBbiWAIOLWME BEPOATHOCTb Hanuunsa BA

KAuHMYeCcKue NpUsHaKm,
yMeHblualoume BEpoATHOCTb Hannuus BA

* Hanuune 60onee 0gHOro U3 cneaylowmnx CMMNTOMOB — XpWUIbI,
yaylwbe, 4yBCTBO 3a/10XKEHHOCTHU B FPYAHOMN KETKE U Kallenb,
0COBEHHO B CrlyyHasx:

— YXYAWEHNA CUMNTOMOB HOYbIO M PaHO YTPOM;

— BO3HWKHOBEHMWSA CUMMTOMOB NP GU3NYECKON Harpyskxe,
BO3J€eNCTBMM aniepreHoB U X0I0AHOr0 BO34yXa;

— BO3HWKHOBEHMSA CUMMTOMOB NocJe npuema
aLeTucanuunnoBOMn KUCNOTbl K 6eTa-afpeHo610KaTopoB

* Hanuume atonuyeckunx 3abonesaHnin B aHaMHe3e

° Hanuune BA n/unu atonnyeckmx 3abonesaHui y poaCcTBEHHUKOB

e PacnpocTpaHeHHble Cyxue CBUCTALLMUE XPUNbl NpU
BbICNYLIMBAHUK (QyCKYNbTaLLMK) FPYAHOM KNETKK

* Huskue nokasatesnin NCB nanm OPB, (PETPOCNEKTUBHO UK B
cepumn uccnefoBaHui), He 06bSICHUMbIE APYTMMU NPUYUHAMU

* J03nHODUNMA NepudeprnyecKon KpoBKU, He 06bICHUMAn APYrUMU
npuinHamm

* Bblpa)KeHHble rofI0BOKPYKEHUS, NOTEMHEHWE B rnasax,
napectesuu

* XPOHWYECKNUI NPOAYKTUBHbLIN KalleNb NPU OTCYTCTBUM CBUCTALLMX
XPUNOB MW yAYLIbS

¢ [TOCTOSAHHO HOPMaJibHble pe3ynbTaTbhl 06CNef0BaHNUA FPYAHOM
KNIETKM MPU HaNNYnumn CUMNTOMaTUKHK

* /IaMeHeHwue ronoca

* BO3HWKHOBEHWE CUMMTOMOB UCK/IIOYUTENBHO Ha hOoHe
NPOCTYAHbIX 3a60eBaHni

* Hanun4yne 601bLWIOro cTaxa KypeHus (6onee 20 nayvek/ner)

e 3ab6oneBaHus cepaua

* HopmanbHble nokasatenu MCB unu cnupomeTpum (MccnegoBanme
HECNPOBOLMPOBaHHbIX AblxaTe/lbHbIX 06 EMOB U NOTOKOB) NpK
HaNM4Yun KIMHUYECKUX NPOSBAEHUM

MpumeyarHne. BA — 6poHxuanbHas acTma; NCB — n1koBas CKOpoCTb Bblfoxa; OPB, — 06bem GopCcMPOBaHHOTO BblioXa 3a 1-10 C.

MpunoxeHnue 11
MoaTBepKAaeHUe BapuabenbHOCTHU AbiXaTe/ibHbIX 06bEMOB Yy AieTel B Bo3pacTe ctapiue 6 neT 1 B3pocibixX

Kputepun

UHTepnpeTauuna

1. JoKymeHTa/IbHO NOATBEP)XAeHHasi Bapua6e/ibHOCTb
PYHKLUMM NNerKnx
(oanH n 60/1€€ N3 NepeyYnCc/IeHHbIX)

YeM cunbHee BbiparKeHa BapnabesibHOCTb UM YeM Yallle OHa
BbISIBNIIETCA, TEM 60/Iblle BEPOATHOCTb AMarHo3a acTMbl

Mpu oTpULATENbHBIX MEPBUYHbIX pedyabTaTax UccneaoBaHmne
Heo6X0AMMO NMOBTOPUTL B NEPUOA YXYALIEHUS UK PAHHUM YTPOM

MoNOXNUTENbHBIN TECT HA 06PATUMOCTb GPOHXUANBLHON 06CTPYKLIUK
(uccnepoBaHue AbixatefibHblX 06bEMOB C NPUMEHEHUEM
NeKapCTBEHHbIX NpenapaTos)

Bapocnbie: ysenunyeHne OPB, 6onee 4em Ha 12% 1 > 200 mn
(BEpOATHOCTL AMarHosa bBA Bbiwe, ecnv ysesnyerne OPB,
cocTaBnseT > 15% u > 400 mn)

NeTu: ysenunyerne OPB, No cpaBHEHMIO C UCXOAHBIM YPOBHEM
Ha > 12% OT NpOrHo3upyemoro

3HaunTenbHas BapuabenbHocTb NCB, n3amepsiemoro aBaxabl
B Ai€Hb (YTPOM ¥ BEYEPOM), B Te4eHne 2 Hep

B3pocnble: cpeaHecyTovyHaa BapnabenbHocTb MCB > 10%
[eTn: cpegHecyTo4Has BaprabenbHocTb MNCB > 13%

YnydleHue nero4Hon GyHKUMKN Yepes 4 Hef neveHuns

Bapocnble: yBennueHne OPB, 6onee yem Ha 12% u > 200

M (Mnun NCB 6onee 4eM Ha 20%) N0 CpaBHEHUIO C UCXOAHbIM
ypoBHeM cnycTs 4 Hea neveHuna UK. U3amepeHune npoBoanTcs npm
OTCYTCTBMM MPU3HAKOB PECMMPATOPHOM MHbEKLUK

[0N0XNTENbHBIN TECT C DU3UYECKOM Harpy3Kowm (MccnegoBaHme
AblXxaTenbHblX 06bEMOB NpU NPOBOKaL MK GU3NHECKON Harpy3Kom)

Bapocnble: cHuxeHne OPB, 6onee yem Ha 10% u > 200 mn ot
MCXOAHOTO YPOBHS [92]

[Oetv: cHxeHne OPB, 6onee yem Ha 12% OT NPOrHO3MPYEMOro Ui
MNCB 60nee 4yem Ha 15% OT UCXOQHOIO YPOBHS

[MONOXNUTENBbHBIM GPOHXONPOBOKALMOHHbIN TECT (MCCNefoBaHue
[bIXxaTeNbHblX 06bEMOB C MPUMEHEHUEM NIEKAPCTBEHHbIX
npenapartos) (NPOBOANTCS Y B3POCIbIX)

CHixeHne ODB, No cpaBHEHMIO C UCXOAHBIM YPOBHEM Ha 15%

1 6onee npu cCTaHAaPTHOW rMNEePBEHTUAALMK, UCNONb30BaHNM
rMNEePTOHMYECKOro CONEBOrO PAcTBOPA MM MaHHWTONa IM6G0o Ha
20% v 6onee Npu UCNoNb30BaHUKU CTaHAAPTHLIX J03 METaxoluHa
(c AOCTYNHbLIM AN5 NPO6LI BELLECTBOM)

3HauyuTenbHas BapMabenbHOCTb IEFOYHOM GYHKLMK
MeX Ay 0CMOTpaMu (BblicOKas cneunduyHoCTb, HO HU3Kas
YyBCTBUTENbHOCTb)

Bapocnble: usmeHerne OB, Gonee yem Ha 12% v > 200 M Mexay
KOHCYNbTaLUsaMu1 cneumnanucTa (BHe NPU3HAKOB pecnupaTtopHom
MHDEKLINN)

[NeTun: usmeHernne OB, 6onee yem Ha 12% nnu namexerue MNCB
60nee 4em Ha 15% MexAay KOHCYNbTaunaMu cnewmnanncToB (B TOM
yucne 1 B Nnepuos pecnupaTtopHon nHdeKuumn)

2. [lIoKyMeHTaNbHO NoATBepXKAeHHoe orpaHn4YeHne
3KCNMPaTOPHOro BO3ZYLIHOI0 NOTOKa

Mpw cHKeHnn OPB, NOATBEPKAEHO, YTO COOTHOLWEHKE
ODPB, /PHKEJ] TaK)Ke CHAKEHO MO CPABHEHUIO C HMKHEN rpaHuLen
Hopmbl (> 0,75-0,80 y B3pocnbix 1 > 0,90 y feten) [380]

Mpumeyarne. 0OPB, — o6bem GpopcrpoBaHHOro BblAoXa 3a 1-t0 ¢; BA — GpoHxnasnbHas actma; lMCB — nukoeas CKOPOCTb Bblaoxa; UMK —
MHransauMoHHble MMIOKOKOPTUKoMAbl; PHEJT — dopcrupoBaHHasa XU3HEHHas eMKOCTb NIErKUX.




MpunoxeHue 12

ANropuTm JUarHoCTUKMU Npo¢pecCUoHaIbHON acTMbl

C6op npodpaHamHe3a U onpepeneHne BO3MOXKHOIo areHTa, Bbi3BaBLUEero actmy

l

KOXHbIM TECT 1/Unu BoiBAEeHUe cneundudeckoro IgE

(ecnn BO3MOXKHO)

Y

OnpepenexHune runeppeakTMBHOCTM BPOHXOB K PapMaKOIOrMYECKUM areHTam

(MeTaxonMHOBbLIN TECT)

Ectb

T

MauneHT paboTtaet

MNMauneHT 60nee He paboTaeT

Ha BpeJHOM NMpon3BoJCcTBE Ha BpeJHOM Npon3BoJCTBE

MNauneHT paboTtaeT
Ha BpeaHOM NPOn3BOACTBE

:

JlabopaTtopHble TECTbI C BO3MOXHbIM
npoBoUMPYOLWLUM areHTom

/\

[onoxuTenbHole OTpuuaTenbHble

\4

HeT acTmbl

Y

4 \ 4

MocoBeToBaTb BEPHYTLCA Ha PaboTy

Mpo6a ¢ peaKcnosnumen areHToB Ha paboyeM mecTe
(MoHWTOpHHT OPB,, MNCB)

MonoxutenbHble

OTpuuaTenbHbie

Y

A4

MpodeccrmoHanbHas actMa

HenpodeccrnoHanbHas actma
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MpunoxeHue 13

AnddepeHumanbHaa guarHocTUMKa acTMbl y B3pOC/bIX, NOAPOCTKOB U geTten 6-11 net

BospacTt CumnTombl BeposaTHas natonorus
YuxaHue 3ya, 3aN0XKEHHOCTb HOCa, NeplleHne B ropne XpOHUYECKMI KalleNb, CBA3aHHbIV C BEPXHUMU
BHe3anHoe nosiBneHne CMMNTOMOB, OAHOCTOPOHHWE XPUTbl OblXaTeNbHbIMU NYTAMMU
Peunavsupylowme nHdeKLUKU, NPOAYKTUBHbIN Kalleb Acnupaumsa MHOPOAHOro Tena
Peunamsupylowme nHdEKLUKU, NPOAYKTUBHbIN Kallenb, CUHYCHUT BpoHxoaKTasbl
6-11 net CepaeyHble WwyMmbl MepBHYHag uMnnapHas AUCKUHEINS
MpexxaeBpemMeHHble POAbl, CUMNTOMbI C POXAEHMS BpoxaeHHble NOPOKK cepala
CUNbHbIN Kalwenb ¢ NPoAYKUMENR CAn3K, CUMNTOMbI CO CTOPOHbI BpoHxonero4yHasa gucnnasus
eNyooYHO-KULLIEYHOro TpaKTa KnctosHbii dnbpos
YuxaHue 3ya, 3a/0}KEHHOCTb HOCa, NepLIeHne B ropne XPOHMYECKUI Kallenb, CBA3aHHbIA C BEPXHUMU
OppbllwKa, MHCNUPaTOPHbIE XPUbl (CTPUAOP) [bIXaTeNbHbIMU NYTAMU
[ONOBOKpPYKEHNE, MapecTe3unn, B3J0Xu MHAyunpoBaHHas napuHreanbHas 06CTPYKLUMUS
MpPOAYKTUBHbIN Kallenb, peLunanBupyoLliMe nHbeKkumn MnepBeHTUNAUMNS, ANCOYHKLMOHANbHOE
19-39 net CuNbHbIN Kalenb ¢ NPOAYKLIMER CNU3HK OblXxaHue
CepaeyHble WwyMmbl BpoHXx03KTasbl
OpablwKa, CEMENHbIM aHaMHe3 paHHen amdur3eMsbl KunctosHbii dnbpo3s
BHe3anHoe nosiBfieHne CMMNTOMOB BpoaeHHble NOPOKK cepaLa
Oedvumnt anbda-1-aHTUTPUNCHHA
Acnupaums MHOpoAHOro Tena
OfbllWKa, MHCMMPaTOpPHbIe XpUNbl (CTPUAOP) MHayunpoBaHHas napuHreanbHas 06CTPYKLUS
[0NOBOKpPYKEHWe, NnapecTe3unn, B3J0XH MnepBeHTUNALMSA, AUCOYHKLMOHANbHOE
Kawenb, MOKpOTa, oAbllKa NpU Harpyske, KypeHue unu BpegHoe OblXxaHne
BO3/eWNcTB1E XOBN
MpoAYKTUBHbIN Kalenb, peunamBmpytoline MHGEKLnn BpoHX03KTasbl
40+ net OfblWKa Npy GU3Harpy3Ke, HoOYHblE CUMMNTOMbI, OTEKM NOABIKEK Cepfe4yHas HeOCTaTO4HOCTb
JleyeHue nurnbutopamu ANd Kawenb, cBA3aHHbIN C NPUEMOM IeKapcTB
OfbllWKa Npu Harpy3Ke, HEMNPOAYKTUBHbIV Kalwenb, Aedopmaums MNapeHxMmaTo3HOe 3a60oeBaHne Nerkux
nanbueB («bapabaHHble Nano4yKmn») Tpom603aMb60nMs NEero4Hom apTepumn
BHe3anHoe nosiBneHne ofbllKu, 6011 B rpyau LleHTpanbHasa 06CTPYKLUMSA AblXaTeNbHbIX NyTEen
OpbllWwKa, He pearvpylowas Ha GPOHXONUTUKK
XpOHMYECKMI Kallenb, KpOBOXapKaHbe, ofbllKa 1/1Unu Ty6epKynes
YyTOMASIEMOCTb, IMXOpaaKa, (Ho4YHas) NOTIMBOCTb, aHOPEKCUS,
Bce Bo3pacTa noTeps Macchl Tena
[OnuTenbHble NapOKCM3Mbl Kallnsa, MHOr4a CTPUAOP Kokntow

lMpumeyaHune. ATIP — aHrnoTeH3nHNpeBpalaowmin depmenT; XOBJT — XxpoHnyecKkas 06CTPYKTUBHASA 6GONE3Hb NEMKHMX.

MpunoxxeHue 14

AnddepeHumnanbHas auarHocTuKa actmbl y aetei 5 net u mnaawe

AnarHos

KnuHuueckune nposiBneHus

Peuunansupytowme pecnmpatopHble
MHPEKLUN

Kalwenb, HaCMOPK, 3aN10XeHHOCTb HOCa B TeveHue < 10 aHen; Mexay MHOEeKLMAMU CUMITOMbI
OTCYTCTBYIOT

[acTpoa3odareanbHbli pedntoKe

Kawenb Npy KOPMAEHUK; PELUANBUPYIOLLNE MHDEKLIMN HUKHMX AbIXaTeNbHbIX MyTEW; nerkas
pBOTa, 0COBEHHO NOC/E 6O/bLLIMX NOPLUMI
KOopMmeHus; otcyTcTBue adpdeKTa Ha Tepanuio BA

Acnupauust MHOPOAHOro Tena

3M130/ PE3KOro, CUIILHOTO Kalls U/Wan CTpUaopa BO BPEMS €fibl UK UIPbl; PELIMANBUPYIOLLME
MHOEKLMMU HAXKHUX AbIXaTeNbHbIX NMYTEN U Kallefb; 04aroBble U3BMEHEHUS B IEMKUX

Kokntow

3aTsHble MapoKCU3Mbl Kalus, 4acTo CO CTPUAOPOM U PBOTOWM

Mepcuctupytowmnin 6aKtepuanbHbIi
OGPOHXUT

MoCTOSAHHbIN BNaXKHbIN Kalwenb; HeT apdeKTa Ha Tepanuio BA

BpoKaeHHbIE CTPYKTYPHbIE aHOMasUK
(HanpuMep, Tpaxeomansums,
BPOXAEHHasa 6pOHXOreHHas KucTa)

LLlymMHOe€ abixaHWe Npwu nnadve, npueme NULKU v Npyv MHPEKLMAX BEPXHUX AblXaTeNbHbIX NyTen
(LWYMHBbIV BAOX (MPU 3KCTpaTopaKaibHOM IOKanu3auunmn) Uamn BolAoX (MPU MHTpPaTopaKanbHOM
JNIOKanu3auum)); pe3Kui Kalesb; BTAXKEHUE YCTYNYMBbIX MECT FPYAHON KNEeTKU Ha BAOXE UK
BblJOX€; CUMNTOMbI HaCTO NPUCYTCTBYIOT C POXKAEHMS; OTCYyTCTBME addeKTa OT neveHns bA

Ty6epkynes

[MOCTOAHHOE LWYMHOE AibIXaHWe U Kallesb; InXxopaaKa, He CHUXaloLWanca OT PyTUHHOM
aHTMOUOTUKOTEPaNUK; yBENUYEHHbIE NIMbaThYecKue y3nbl; HeT apdekTa oT KABA n UMK;
KOHTaKT C 60/1bHbIM TY6EpPKyne3omM

BpoaeHHble NOPOKKM cepaua

CepAaeyHblit WyM; LMaHo3 Npu NpUeMe NuiLKY; 3agepxKka Gn3nyeckoro pa3BuUTUS; TaxMKapaus;
TaxvnHo3 WK renatomeranus; Het apdekTa oT nevyeHma bA

KucTosHbIM pubpo3

Kawenb BCKOpe Nocne poxAeHUs; peunanBmpyowne MHPEKLUMU HUKHUX AblXaTeNbHbIX NyTen;
ManbabcopbLMS; PbIX/bIM KUPHbLIA 06GbEMHBbIN CTYN




Kawenb 1 peunansumpytoLime MHPEKLUN HUKHWUX AblXaTeNbHbIX NyTeW; pecnupaTopHbIi AUCTpecc
HOBOPOXAEHHbIX, XPOHUYECKHME YILIHbIE MHDEKLMU U NOCTOSAHHbIE BbIAENEHUS U3 HOCA C POXKAEHWS;
oTcyTcTBME addeKTa OT neveHus bA; citus inversus BcTpevaeTcs npumepHo y 50% aetew

MNepBuyHasa uMnnapHasa AUCKUHE3Ns

CocyaucTtoe KonbLo [ocToAAHHOE WYMHOE AblXxaHue; HET oTBeTa Ha Tepanuio bBA

HeaoHowWweHHOCTb ¢ 04eHb HU3KOM Maccow Tena, NoTpebHOCTb B anutensHon UBJ nnu

BpoHxoneroyHasa gucnnasus o
LONOSIHUTENbHOM A0TaLUK KUCNopoaa; Npo6aeMbl C AbIxaHUeM NPUCYTCTBYIOT C POXAEHMUS

PeuuanBupytoLLas mxopaaxa v MHGEKLIMK (B TOM YMC/Ie HepecnupaTopHble); oTCTaBaHue

MepBUYHbIN UMMYHOAEDULNT
P yHoAepuu B Pa3BnUThUn

NapuHreanbHas AUMchYHKLMUSA CTpuaop; aHoOMasbHbIM KPUK

MpumeyaHne. BA — 6poHxuanbHas actMma; KABA — KopoTkogeicTBytowme B2-aroHucTsl; UMK — WHransiLMoHHble FIOKOKOPTUKOUAbI;
MBJ1 — UCKyCCTBEHHAsA BEHTUNALUSA NIETKUX.

Mpunoxenue 15
ANroput™M nepexofa Ha HUKHIOIO CTYMEHb JIe4eHUN Yy B3POC/IbIX U MOAPOCTKOB
C XOPOLIO KOHTPOJIMPYEMOW acTMOM

S
N
N
te}
OCHOBHbI€E NPUHLIUMNbI CHUXEHUA 06bema Tepanuu (nepexoj Ha cTyneHb BHU3) BA: g
° paccMoTpeTb BO3MOXHOCTb CHU}KEHUSA A03bl Y NaLlMeHTa C XOpoLuo KOHTponupyemoin BA u ctabunbHon pyHKLMEN Nnerkux N
B TeyeHue 3 mec U 6onee; G
° MPW HaIMYnMU 06GOCTPEHUN B Te4EHUE NOoCNeJHEero roga 1 CTOWKOM orpaHUu4eHUU BO3AYLLIHOIO NOTOKa CHUXKEeHUe A03bl 3
NPOBOAMUTCS NOJA CTPOrMM HaGnoaeHUeM Bpaya; [=}
° BbIGUpaTb noaxoasuee spems (BHe OPBU, nauueHT He nyTellecTBYeT, OTCYTCTBME GEPEMEHHOCTH); 2
° KOHTPONb U GPUKCaL A CUMNTOMOB, OLleHKa paKTOPOB PUCKa, YETKUI NnaH AeicTBUM; E
° cHMKeHue fo3bl UTK Ha 25-50% c uHTepBaaom B 3 Mec BO3MOXHO U 6e30onacHo ana 60/blIMHCTBA NayueHToB [381] %
o
TeKywan cTyneHb TeKywana Tepanus U fo3bl OnuMu AN CHUXKEHHUA A03bl o
©
ONTUMU3NPOBATbL UHFANALMOHHYIO Tepanuio U CHU3KUTb Ao3y CI'K E
HU3UTb r’Kn HTpONEM MHODUNOB M Thl a
Bbicokas 1o3a UTK + /1BA CHU3 no3y CI'K noa KOHTponem 303MHODUIOB MOKPO E
AnbTepHupytoulee neveHne CI'K
nntoc CrK
3ameHunTb CI'K Ha Bbicokoao3Hble UMK
5-9 cTyneHb .
Mpu Taxenon T2-actme o6aBUTb GMONOTMYECKYIO TEPANMIO U CHU3KUTb 03y CIK 9
Bbicokas no3a UK + ABA .
. O6paTuTbCs 3a KOHCyNbTaLMen K cneynanucTy
NAKC Apyron Buj Tepanuu <
ol
z
Mpogomkntb KombuHauuio UMK + 4BA ¢ 50% cHuxkeHnem UMK ~
CpefiH1e Unv BbICOKKUE [103bl I\
OtmeHa J1BA MOXeT NPUBECTU K YXYALUEHUIO COCTOAHKS N
UK + J4BA (noaaepmBatowas
Tepanws) MNMepexoa Ha Tepanuio ¢ ucnonb3oBaHnem UK + dopmoTepon B pexnme e4uHoro g
P MHranaTopa c 6onee HU3KOM NOAAEPKMBAlOLLEN O30M =
~
4 CpepHsis go3a UMK + &’
A CTyneHb PEAHAS A CHU3UTbL NoAAepMBaloLLyio 103y UTK + dopmoTepon® o HU3KOI 1 NpofomKaTh o
dopmoTepon (noaaepkmBatoLas 3%
1 npueMm B pexxume no NoTpe6bHOCTH ~
Tepanusa 1 no notpebHocTU™) =
Bobicokas fo3a UTK + BTopow S
. P CHU3nTb o3y UK Ha 50% 1 NpoaoMKUTL NPUeM BTOPOro npenapara 8
npenapat 6a3ucHO Tepanuu I}
x
<
Huskue posbl UMK + AOBA CHu3uTb go3y UK + J1BA no oaHoro pasa B jeHb s
(nopaaepxxunBaioLLas Tepanus) OtmeHa J[JBA MOXKeT NPUBECTU K YXYALIEHUIO COCTOSAHUS %
e
+ ¥ + ®
Huakas gosa UMK + dopmoTepon CHU3KUTb NOAAEPKMBAIOLLYIO uosy*l/IFK dopmoTepon” ao 1 pasa B AeHb 2
HU3KKe 0o3bl UMK + popmoTtepon” no notpebHOCTH x
3-91 CTyneHb (nopaepxunBatoLas Tepanus u * [3)
* PaccMoTpeTb BO3MOXHOCTb Nepexoaa Ha H13kue aosbl UMK + dopmoTtepon w
no notpebHoCcTH ) T
TOJIbKO MO NOTPEBHOCTH =
=
CpeaHue nnu Bbicokme fo3sbl UMK CrnauTb fo3y UMK Ha 50% §
pea A [do6asneHune AJITP nnu A1BA MOXeT N03BONUTb CHU3UTL 03y UTK E
=
Huskue gossl UMK OpHoKpaTHas emep,HeBHa;t MHranauma (6yaecoHuna, UMKNecoHna)
(NOAnEPKMBaIOILAs Tepanus) MNMepexoa Ha HM3KoA030BbIN UK + dopmoTepon no noTpebHOCTH
MNMepexoa Ha nHranaumm UMK npu ncnonb3oBanmm KABA no notpe6HOCTH
2- CTyneHb
Hunakune gosbl UTK Mepexoa Ha HU3KOA030BbIM UK + dopmoTepon No noTpebHoCTH
(nopaepxunBatoLaa Tepanus) [MonHbIM OTKa3 oT NnpumeHeHus UKy B3pocbiX M NOAPOCTKOB HE peKOMeHyeTcs,
wnu ANITP TaK KaK NoBbILLAETCHA PUCK 060CTPEHUIM NPK UCNONb30BaHWKN ToNbKO KABA

MpumeyaHmne. BA — 6poHxmanbHas actMa; OPBU — ocTpasa pecnupaTopHas BupycHas nHdekums; UMK — nHransiuMoHHble rItOKOKOPTH-
kongbl; AOBA — pnutenbHopencTBylowme B2-aroHnctbl; CIK — cucTeMHble roKOKopTUKouabl; AJITP — aHTaroHUcTbl NEMKOTPUEHOBbIX
peuenTopos; KIBA — KOPOTKOAEACTBYIOLLME B2-arOHNUCTbI. <*> — PEXUM EAMHOTO MHIaNATOPa — HU3KKe 103bl GyaecoHnaa + bopmoTepon
nnu 6eknomMeTasoHa + popmoTepon.



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MpunoxeHue 16
Huskue, cpegHue u BbicoKue po3bl UTK (voHonpenapaTt unu B Kom6uHauuu ¢ A4BA)
AN NOAPOCTKOB OT 12 n1eT U B3pPOC/bIX

EXXepHeBHbl€e 103bl, MKI
UrK (MoHo unu B Kom6uHauuu ¢ 1BA)
Huskue CpepHue BbicoKue

BeknomeTasoH (JAW, cTaHAapTHbIE YacTHLbl) 200-500 >500-1000 >1000
BeknomeTtasoH (AMWN nnu JAWN, ynbTpamenkune 4actuLbl) 100-200 >200-400 > 400
Bbyaeconua (AMW nnn AAW, cTaHgapTHbIE YacTULbl) 200-400 >400-800 > 800
Lmnkneconuna (AN, yneTpaMenkue 4acTuLbl) 80-160 >160-320 > 320
dnyTukasoHa pypoart (AMN)L 100 200
dnyTrKasoH (bnyTukasoHa nponuoHart) (4MN) 100-250 >250-500 >500
dnyTrKasoH (bnyTukasoHa nponuoHaT) (JAWU, cTaHAapTHbIE YacTuULbl) 100-250 >250-500 >500
MomeTasoH ([AMNK)?2 3aBucuT ot TMna AMNM (CM. MHCTPYKLMIO K npenapary)
MomeTazon3 (JAW, cTaHAapTHbIE YacTHLbI) 200-400 > 400

lpumeyaHne. AT NEeKapCTBEHHbIE 3KBUBANEHTbI ABASIOTCA NPUGAN3UTENBHBIMU U 3aBUCAT OT paja GaKTopoB, B TOM YUCE UHIaNALMOH-
HoW TexHuku. AOBA — anuTtenbHopencTBylowme B2—aroHncTsl; UITK — MHransunoHHble roKOKoOpTUKoMabl; AU — [03MPOBaHHbIA aspo-
30/bHbIN MHranatop; AMW — 103MpoBaHHbIA NOPOLWKOBLIA MHranaTop. <i> — dnyTMKasoHa GypoaT 3aperucTpupoBaH Ha TeppPUTOPUM
Poccuiickon depepaumm B coctaBe GUKCUPOBaHHOM KOMOUHaLMK BUNaHTepon + dnytukasoHa dypoat AN ¢ 12 neT, a Takxe B cocTaBe
UKCUPOBAHHOM KOMBWHALMU BUNAHTEPON + YMEKNIUANHUA 6poMua + dayTuKasoHa dypoat NN ¢ 18 neT; <2> — MOMeTa30H 3aperncTpu-
poBaH Ha TeppuTopun Poccuinckon ®efepaunn B coctaBe GUKCMPOBAHHON KOMBMHALMWM MOMETa30H + MHAAKaTePO + MMKONUPPOHUS 6po-
MU ANA NTPUMEHEHMS Y B3POCbIX C 18 neT Ha 4-i1 n 5-it cTyneHax Tepanuu; <3> — momeTa3oH B [JAU He 3aperncTpupoBaH Ha TeppuTopui
Poccuiickon ®epepaumu.

MpunoxeHue 17
Hu3skue, cpeaHune u Bbicokue o3bl UMK (MoHonpenapaT unm B Kom6uHauuu ¢ 4BA)
AnA peten ot 6 go 11 nert

ExxeHeBHbIe f03bl, MKI
UrK (MoHo unu B Kom6uHauuu ¢ JABA)
Huskue CpepaHue Bbicokue
BeknomeTasoH (JAW, cTaHAapTHbIE YacTHLbl) 100-200 >200-400 > 400
BeknometasoH (AAWU, ynbTpamenkme 4acTuLbl) 50-100 >200-400 > 200
Byaeconng (AMW nnn AAW, cTaHgapTHbIE YacTULbl) 100-200 >200-400 > 400
byaecoHua (Hebynu3npoBaHHbIN) 250-500 >500-1000 >1000
dnyTrKasoH (bnyTukaszoHa nponuoHar) (4AMN) 50-100 >100-200 >200
dnyTrKasoH (bnyTukasoHa nponuoHaT) (JAW, cTaHAapTHbIE YacTuULbl) 50-100 >100-200 >200

lpumeyaHue. TN NeKapCTBEHHbIE 3KBMBANEHTbI ABNAIOTCA NPUGANIUTENBHBIMU U 3aBUCAT OT psja GaKTopoB, B TOM YUC/E MHIaNALUOHHON
TexHUkun. JABA — nnutensHogencTByowme B2-aroHncTbl; UMK — MHransiLMoHHble rioKoKOpTUKonabl; LA — [03MPOBaHHbIM a9P030/1bHbIi
nHranatop; AN — Lo31poBaHHbIN NOPOLIKOBLIA MHFaNATop.

MpunoxeHune 18
HusKue f03bl ANA exxeHeBHOro NpUMMeHeHus y aeteil Mmaaawe 5 ner

Hu3Kkue exxegHeBHble A03bl, MKI
UrK (BO3pacTHbIEe rpynnbl ¢ JOKa3aHHOW 6€30MacHOCTbIO
npMMeHeHusa 1 xopowen 3dPeKTUBHOCTbIO)

BeknometasoH (JANL, cTaHaapTHbIE YacTULbl) 100 (5 net v cTaplue)

BeknometasoH (AN, ynbTpaMenkue 4acTuubl) 50 (5 net 1 cTapue)

BynecoHn (HebynnM3npoBaHHbIN) 500 (6 mec u cTaplie)

PnyTHKa30H (GnyTuKa3oHa nponuoHaT) (AW, cTaHAapTHbIE YacTULbI)2 50

Lmnkneconuna (AN, yneTpaMenkue 4acTuLbl) HepoctaTo4yHo nccnenoBaH y aeten 5 net v mnajglwe

Mpumeyarne. UTK — WHransiLMOHHbIE FIOKOKOPTUKOMAL! AW — [03MpOoBaHHbI a3po30bHblil MHranatop. <> — y geteit JAU Bcer-
Ja cnefyeT UCNoAb30BaTh CO CNelcepoM; <2> — bAyTUKa30H (bAyTMKa30Ha NponMoHaT) 3aperucTpupoBaH Ha TeppUTopun PoccuitcKoit
depepauunun B BUAE MOHOMNpenapaTta Ana getev B Bo3pacte oT 1 roga, B KOMGUHaLMKU canbMeTepon + GNyTUMKasoH — Ans aeten ¢ 4 ner,
B KOMGUWHaLMK canbmeTepon + GayTMKa30oH A0CTyneH Takxke B Buae AMNW ana getev 4 net v ctapuue.



MpunoxxeHue 19

BropuyHas npopunakTuka 6poHXuasbHOM acTMbl (B3pociible, NOAPOCTKHU, AETH)

Mepbl npopUNaKTUKHU

PeKkomeHpauum

MpeKpalleHne KypeHus, NacCUBHOIO KypeHus
M UCNONb30BaHUA BEWNMNOB

HactoaTtenbHo peKkomeHaoBaTh NauneHTam ¢ BA oTKkasaTbes OT KypeHus

PekomeHgoBaTb poautensim getew ¢ BA He KypuTb U He paspeluaTb APYrMM KYpuTb B

NpPUCYTCTBMM pebeHKa (B NnomelleHnr, asTomobune 1 np.)

* HacTtosiTenbHO pekoMeHaoBaTh NauneHTam ¢ bA nzéeratb BO34eNCTBUSA
OKpy»atoLero abiMa

e 06cnenoBaTbh KYPUNIbLMKOB / GbIBLUNX KYPUbLLMKOB Ha NPeAMET Hanuums

XOBJ1 unu covetanuns BA n XOBJ1, NOCKONbKY MOXET BO3HUKHYTb HEO6X0AMMOCTb

[OMONHUTENbHOW CTPATErMK NeYeHns

dusunyeckas akTMBHOCTb

e MMoowpaTb NayMeHToB ¢ BA K perynsipHbiM 3aHATUAM GUIUYECKON KYNbTYPOW, TaK KaK
3TO NONIE3HO A9 3[J0POBbS B LIESIOM

e [lpeaocTaBUTb NALMEHTY PEKOMEHJALMMU MO NPOodUNaKTUKE GPOHXOKOHCTPUKLMMU,

BbI3BaHHOM GU3NYECKOM HAarpy3Kon, ¢ MOMOLLbIO:

— pa3MUHKK nepes GU3nYecKomn Harpy3Kon;

— npumeHenunsa KABA (unu UK + KABA) nepea dvn3anyecKon Harpy3Kow;

— npumeHeHus Hu3Kkogo3osoro UMK + popmoTtepon nepes pU3nHecKomn HarpysKomn

PerynsipHas duanyeckas akTUBHOCTb Yy4YllaeT CePAEYHO-NENOYHYI0 QYHKLIMIO U

NOJIOXMUTENbHO CKa3blBaeTCs Ha KOHTpose BA, B TOM YyMcne Npu 3aHATUSAX NaBaHUEM

y MONOAbIX I0AEN C acTMOWM

BHeapeHne pU3nN4YeCcKon akTUBHOCTM B MOBCEAHEBHYIO XM3Hb B3POC/IbIX MaLMEHTOB

CO CpefHEeTAKeNon/Tsenon BA NpMBOAMUT K yIyHLLEHUIO COCTOAHMSA

OTCyTCTBYIOT JOKa3aTenbCTBa NPEANOYTUTENbHOrO TUNa GU3NHECKON aKTUBHOCTKU Npu BA

MWHUMK3aUMS IKCNO3ULMMN anNiepreHos
W pasgpaxkutenen Ha paboyem MecTe U goma
(MBA)

PekomMeH0OBaHO y NaLMeHTOB C NO34HUM Ae6t0TOM BA yTOYHUTL nHPOopMaLmnio

0 BO3MOXHOM BO3JENCTBMM pa3parkatolMx ra3oB UM YacTuL, Kak Ha pa6oyem

MecTe, TaK 1 AoMa

e [pu yctaHoBNeHUM AnarHo3a [NBA Kak MOXHO CKOpee BbIiIBUTb U YCTPaHUTb
BO3JeNCTBME Ha NauMeHTa CEHCMBUNN3NPYIOLWUX areHToB, Bbi3BaBLLUMX 3a6oneBaHue

e MMaumeHToB c Nnogo3peHunem Ha MNMBA unv NnoATBEPXKAEHHBIM AUarHO30M cnegyet

He3aMeaNnUTeNbHO HanpaBuTb B CNeLmann3mpoBaHHOe MeAULMHCKOE YYpeKaeHne

OTKa3s OT leKapCTBEHHbIX CPEACTB, KOTOpble
MOTYT YXyAWNWTb TedeHne bA

PekomeHgoBaHo nepej HasHavyeHneM HIBI yTo4HUTL y NauMeHTa Hannyme auarHosa
BA. CoBeTyiTe naumeHTaM npexkpaTuTb X NnpumeHeHue, ecnn bA o6ocTpsieTcs
PeKkomeHA0BaHO yTOYHATb y NauuneHToB ¢ BA nHdopmauumio o conyTCcTByloLWeNn Tepanum
AueTtuncanuuunoBas Kucnota u apyrve HIMNBI n npoTuBOopeBMaTU4YeCKMe npenapaTbl
06bI4HO He NPOTUBOMOKa3aHbl Npu BA, 3a UCKNOYEHUEM Cny4YaeB, Korga B aHaMHese
y NauueHTa umeeTcs HebnaronpuaTHas peakuuns Ha aTv npenapartbl
¢ PelleHne 0 Ha3HavYeHUn 6eTa-afpeH0610KaToOPOB NPUHUMAETCS B KaXKAOM
KOHKPETHOM cny4ae. HaunHaTb fleyeHune HyHO noj HabntaeHnem Bpaya
* BA He aBnseTcs abCoNOTHLIM NPOTUBOMNOKa3aHWEM B crly4ae Heo6Xx04AUMOCTH
Ha3Ha4vyeHUs ceneKTUBHbIX 6eTa-610KkaTopoB. OAHAKO cneayeT yyYnuTbiBaTh
COOTHOLLIEHME PUCK/NONb3a

3a0poBOE NUTaHKe

Cnenyet pekoMeHoBaTb nauveHTam ¢ bA npuaepxuBaTbCs ANETbI C BbICOKUM
coiepraHnem oBoLen 1 GPYKTOB C y4eToM 06Lwen Nonb3bl AN 340P0BbS

M36eraHune KOHTaKTa ¢ anfiepreHamu B
nomeLlleHum

* /I36eraHune annepreHoB He peKOMeHAYEeTCS B Ka4eCTBE OCHOBHOM cTpaTeruu npu
neyveHun BA

* YcTpaHeHWe CbIPOCTU UK NNIECEHU B JOME YMEHbLWaeT CUMNTOMbI BA 1
MCNoJIb30BaHUe IeKapCTBEHHbIX NpenapaToB y B3POCbIX

e [1ng nauMeHToB, CEHCMOUNIN3UPOBAHHbIX K KNellam AoMallHeN Nblv U/Unn JOMaLHUM
YMUBOTHbIM, UMEIOTCH OrpaHUYeHHble AaHHbIE O KIIMHUYECKOM NoJb3e yKa3aHHON
cTpaTteruu npu BA (TonbKo y aeTen)

e CTpaTernun no CHUMKEHMUIO IKCMO3ULUM annepreHoB HYacTo CNOXHbI U JOPOTrOCTOALLM.
OTCYTCTBYIOT BaNnMAUPOBaHHble METOAbI MAEHTUdUKALMM NALMEHTOB, KOTOPbIM AaHHas
cTpaTerms MOXeT NPUHECTU peasibHyto NoNb3y

CHMeHWe macchl Tena

PeKkomeHA0BaHO BK/IOYUTb NMPOrpamMmMy CHUXKEHUSI MaccChbl Tefla B M1aH nevyeHns
nauneHToB C OXupeHuem n bA

° [1n9 B3pOC/bIX NaLMEHTOB C OXXUpeHneMm 1 bA aueTa ana CHUXKEHUs Mmacchbl Tena
natoc aspobHble 1 CUNOBbIE YNPaXKHEeHUs 2 pa3a B Hejesto 6onee adGeKTUBHbI ANs
KOHTPONS CUMMNTOMOB, YEM TOJIbKO AMeTa

[bixaTesbHble ynpaxHeHus

[bixaTenbHble ynpaxHeHUs MoryT 6biTb NONe3HbIM JOMONHeHMeM K dapmaKkoTepanuu BA
OTHOCUTENIbHO CUMMNTOMOB M Ka4eCTBa }U3HW, OHAKO HE CHUXKAIOT pUCKa 060CTPEHUI U
He OKas3blBatoT BAUAHUSA Ha QYHKLIMIO NErKUX

M36eraHne KoHTaKTa ¢ bakTopamu
3arpsa3HeHuUst OKpyKatoLe cpeasbl
(nonntotaHTamu) B gome

PekomeHaoBaTh nauneHTam ¢ BA CNob30BaTh 3KONOrMYHbIE UCTOYHWUKM TENNa u
o6opyfoBaHuWe AN NPUrOTOBAEHUS NULLK. [0 BO3MOXHOCTU YKa3aHHble Npubopsbl
AOJIKHbI BbIBOAWUTL BeLWeCTBa, 3arpa3Hatoline Bo3ayx, Ha ynmuy
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M36eraHve KOHTaKTa c annepreHamu
BHELHeN cpeabl

[ns ceHCUBUNN3NPOBaAHHbIX MALMEHTOB NPY NOBbIWEHHOW KOHLEHTPaLUK MblbLbl

M NIECEHM B OKPYKatoWen cpefie pEKOMEHA0BAHO AepKaTb OKHA 3aKPbITbIMMU,
MeHblUEe BbIXOANTb Ha yAuLly, N0Nb30BaTbCA KOHANLMOHEPOM. ITO MOMOraeT CHU3NUTb
BO34eNCTBME annepreHoB

Pa6oTa co cTpeccoBbiM GpaKTOpOM

* PeKkomMeHA0BaHO 06bACHUTL NaLMeHTy HEO6X0AMMOCTb PaboThl C IMOLIMOHANbHBIM
CTPECCOM, €C/i1 OH yXyAllaeT TeyeHne bA

* MeToabl penakcaumm 1 abixatenbHble ynpaxHeHUs MOoryT 6biTb NoONEe3HbI

* PekomeHA0BaHO HanpaBUTb NaLMeHTa ¢ CUMNTOMamu TPEBOIU 1 Aenpeccuu
K cneuunanucTy Ans oLeHKU NCUXMYECKOro 310p0oBbS

YcTpaHeHwue counanbHbix
pUCKOB

McecnegoBaHUsAMU NOATBEPKAEHO, YTO KOMMNEKCHbIE MEePbl MO YCTPAHEHMIO COLManbHbIX
PUCKOB MOTYT MOMO4Yb CHU3UTb Yy NALMEHTOB AETCKOro Bo3pacta NoTpebHOCTb
B 06palleHUsAX 3a HEOTIOXKHOM MOMOLLbIO M FOCMUTaNM3aLmax

MN36eraHne KOHTaKTa ¢ daKTopamu
3arps3HeHns oOKpyKatoLen cpeabl
(nonnoTaHTamm) Ha ynuue niv NorogHbIMK
dakTopamu

° [1lpn HeGNAronpPUATHbIX YCI0BUAX OKPYXKatoLen cpefbl (04eHb X0/I04Has noroga unu
BbICOKas 3arpsisHEHHOCTb BO3/yXa) PEKOMEHAYETCS MO BO3MOXHOCTU OCTaBaTbCH
B NMOMELLEHWUM C KOHTPOIMPYEMbBIM KIMMATOM U U36eratb NOBbILWEHHON GU3NYECKON
aKTUBHOCTU Ha OTKPLITOM BO3ayxe

° N36eraTtb NnpebbiBaHUA B 3arpsi3HEHHON OKpyKatolwehn cpeae Bo Bpems OPBU

M36eraHune nuLLEeBbIX MPOAYKTOB Npu
NMULLEBOW CEHCUOBUIMU3ALMNK U anneprmum

e OTKa3 OT NULLM HE PEKOMEHAYETCS, €C/IN TONbKO He [JoKa3aHa anneprus unm
CEHCUOBUNN3aLMS K NMULLEBLIM XUMUYECKUM KOMMOHEHTaM C MOMOLLbIO OpasibHbIX
NPOBOKALMOHHbIX NPO6

e [1ns nauMeHTOB C NOATBEPXKAEHHON NULLEBON aniepruen 0TKkas oT NULLEBbLIX
annepreHoB MOXET YMEHbLUNTb KOIMY4EeCTBO 060CTpeHn BA

e [py NOATBEPKAEHHON CEHCUOUANIALMM K MULLEBLIM XUMUYECKUM KOMMOHEHTaM
NOJIHbIA OTKa3 OT HUX 0BbIYHO He TpeByeTCs, TaK Kak YyBCTBUTENbHOCTb 4acTo
CHUWXaeTCs Npu ynyylleHnn KoHTpons Haja BA

lMpumeyarHne. BA — 6poHxnanbHaa actMma; XObBJ1 — xpoHuyeckas 06CTPyKTMBHaa 6one3Hb nerkux; KABA — KopoTkoaencTBylolme
B2-aroHucTbl; UITK — MHransaumnoHHble rioKoKopTUKouAbl; NBA — npodeccroHanbHas 6poHxmanbHas actma; HIMBIM — HecTepouAaHble Npo-
TMBOBOCNanuTenbHble npenapatbl; OPBY — ocTpas pecnupatopHas BUpYyCcHas MHEKLMUS.

CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MpunoxkeHue 20

MnaH pecTBU NpU 060CTPEHUU GPOHXUANIbHOW acTMbl AJIS B3POC/bIX U NOJPOCTKOB

UcxopHasa Tepanusa

U3meHeHue Tepanuu (B TeyeHue 1-2 Hep) npu o6ocTpeHun BA

IMoBbIleHMe A03bl NpenapaToB A/ 061er4yeHus cumnTomoB BA

Huskune posbl UMK + dopmoTepon

YBenn4uUTb YacToTy Nnpuema Hn3Kmx o3 UMK + dopmotepon no notpebHocTH (AN4
nauveHToB, nonyyatowmnx UMK + dopmoTtepon no noTpebHOCTM UK B KayecTBe 6a3UCHOM
Tepanuu naoc UMK + GopMoTepon no noTpe6HOCTH (B PEXUME efnHOro nHranatopa))”™

YBenuyntb yacToTy npumeHenns KABA nnu kom6uHaumn KABA + unpatponus

KABA 6pomug (beHoTtepon + nnpatponua 6pomua). Ana AN no6asuTtb criencep. BoaMoxHO
ncrnonb3oBaHue Hebynansepa
PekomeHayeTcs Ha3HayeHue NoBTOPHbIX MHranaumm UK nocne kaxkaon nHranaumm KABA.
Urk Bo3moHO npoBefeHne HebynansepHon Tepanuu: 6ygeconna nocne niransaunn KABA nan

nocne UHransiumMm KoMGuHaummn GpeHoTepon + unpatponus 6pomua

Kom6uHauma UK + KABA

YBenuyeHue yncna uHranayuin no notpebHoctn UMK + KABA

YBenn4yeHne o6bema 6a3MCcHOMN Tepannum

UK + dopmoTepon 6asncHas Tepanus
NAC NO NOTPEBGHOCTY (B PEXUME €ANHOIO
MHranaTopa)

MpofoneHne 6a3MCHON Tepanuu B NpexHeM obbeme, yBennyenune osbl UMK +
dbopmoTepon no notpe6HocTH”

BbasucHasa tepanusa UTK + KABA no
notpe6HoOCTH

Paccmotpetb yBenunyeHune fosbl UTK B 4 pasa

BbasucHasa tepanusa UTK + dopmoTepon
nntoc KABA no notpe6HocTn

PaccmoTpeTh yBenuuenne 4o3bl UMK + dopmoTepon B 4 pasa”

UK + A4BA nntoc KABA no notTpe6HocTH

MNMepexon Ha 6onee BbiCOKyto o3y UMK + AABA. Y B3pocabix pacCMOTPETb BO3MOXHOCTb
no6aBneHuns otaenbHoro MHransTopa UMK ana ysenvyexuns nosbl B 4 pasa

[o6aBuTb CI'K 1 cBA3aTbCsA C Bpaiom; NepecMoTp nepes oTMEHOWM




* [o6asnatb CI'K npu TaxKenbix 060CTpeHusx (Hanpumep, npu NCB nan 0SB, < 60% ot
MHAMBUAYaNbHOIO Hany4LWero WM NPOrHoO3MpyemMoro) Uan ecnv NnaumneHT He oTBevaeT
Ha feyeHune B Te4eHune 48 4

e [peano4yTUTeneH yTpeHHun npuem

* Bapocnble: NpeaHn30oH* 40-50 Mr/cyT, 06bI4HO B TeYeHne 57 aHeil

e Ecnu CT'K HasHavaloTCs MEHEE YeM Ha 2 Hefl, MOCTENEHHOM OTMEHbI He TpebyeTcs

CI'K (npeaHn3010H)

MpumeyaHne. BA — 6poHxuanbHaa actMa; UMK — uHransauuoHHble rioKokopTukonabl; KABA — KopoTKoAewcTBylowmne B2-aroHUCTbI;
[OAUN — no3upoBaHHbIA a3po30/bHbIi HranaTop; A0BA — anutensHoaencTBylowme B2-aroHncTbl; CIK — cucTeMHbIe TIOKOKOPTUKOUbI;
MCB — nukoBas cKopocTb Bblaoxa; 0PB; — 06beM popcrMpoBaHHOTO Bblfoxa 3a 1-1o C. <"> — MaKcKMManbHasa cyTo4Has 103a AN B3POCbIX
1 NOAPOCTKOB cocTaBnsfeT 12 nHrangumm 6yaecoHnsa + popmotepon (no ¢opmotepony 54 MKr) unu 8 uHranaumm 6eknomerasoHa + dop-
mMoTepon (48 MKr ¢opmoTepona).

[ns neten B Bo3pacTe oT 6 o 11 neT, nony4alolwmnx Tepanuio B pexxmMe eIMHOro MHranatopa, MakcumasnbHas cyToyHasa jo3a 6yaecoHns +
dopmoTepon coctaBnget 8 uHranaumn. B Poccuinckon deaepaunm pexmMm eauHOro MHranatopa 3aperncTpupoBaH AN aeten ¢ 12 ner,
TakuM 06pa3oM, Ha3Ha4YeHne B pexunme no noTpebHocTM Ana aeten ot 6 o 11 net — off-label.

MpunoxxeHue 21
MnaH pecTBU NpU 060CTPEHUU GPOHXMANbHOW acTMbl AN AeTel maaaLwe 5 ner

=

Mpn nosiBNeHUn npnudHakoB o60cTpeHnsa Havyatb ¢ 200 Mr canbbyTamona (2 UHranaumnmn) Yepes cnencep ¢ IMueBom
MacKoW.

NHransumm MoXHO NOBTOPUTL ABaxAbl C UHTEpPBaNom B 20 MUH.

Mpu o60ocTpeHnn BA Ha dpoHe OPU — BbicOKMe J03bl HeGynMpoBaHHoro UK.

Ecnu pebeHoK nonyyaet 6a3ucHyto Tepanuio UMK — yaBouTb 03y npenapara.

Ecnu pebeHoK nonyyaet 6a3ucHyto Tepanuio AJITP — po6asutb UMK B HU3KKX JO3ax.

o wN

MpunoxeHue 22
BbiGoOp cpeacTBa 4OCTAaBKMU JIEKAPCTBEHHOr0 Npenapara

[Mpy Ha3HaYeHUN MHransALMOHHOM Tepanuun naumeHTy ¢ BA nogbop cpeacTBa AOCTAaBKM NIEKapPCTBEHHOrO NpenapaTta ocy-
LLEeCTBAAIOT MEPCOHANM3UPOBAHHO C LieNIblo NOBbIWEHUS 3GOEKTUBHOCTU Ha3HaYeHHOro nevyexus [19, 382].

OCHOBHbIE TUMbI AN UHFaNSLUUMOHHOM AocTaBKKU JIC Ha CEroAHAWHWIA AE€Hb 3TO:

° [103MpPOBaHHble a3p030JibHble MHrangaTopbl (JAW), ucnonb3yowmecs NpemmyLecTBEHHO CO Cencepom;
°  [AWN, aktuBupyemble Baoxom (JAN-AB);

° [103MpPOBaHHbIE NOPOLWKOBLIE UHranaTopsbl (AMN);

° «MfArkMe» aspo3onu (soft-mist) Pecnnmar;

° HeGynansepsbl [382].

BbI60p MHransiLMOHHOIro yCTPOMCTBA 3aBUCUT OT CMOCOBHOCTH NaLMeHTa NpaBubHO €ro UCNoAb30BaTh; NPEeANnoYTEHUN
nauveHTa; 06beMHON CKOPOCTU BAOXa (CKOPOCTM BO3AYLWHOrO NMOTOKAa Ha BAOXE, JI/MUH); BHYTPEHHErO COMPOTUBIAEHUSA
(pecnuMpaTopHOro CONPOTUBEHMS) YCTPOMCTBA; BO3MOXHOCTM 00YUYNTb NaLMEHTA TEXHUKE UHTaN[LMKM U KOHTPOIMPOBaTh ee
B Aa/lbHENLIEM.

[na nauneHToB 6 NeT 1 cTapwe NpeanoyTUTEebHbIMU MHIaNSALUMOHHbIMK yecTponcTBamu aenstotea AN nnn AU, aktneu-
pyembli BAOXOM, uan JAW ¢ COOTBETCTBYIOLWMM CMENCEPOM C MYHALITYKOM [19, 382].

[Ona naymeHToB Mnaawe 5 net onTMManbHbIM YCTPOMCTBOM JOCTaBKM NeKapCTBEHHOMO npenapaTta MOXET 6biTb 403MPO-
BaHHbIN @3P030/IbHbIM MHFANATOP CO CNENCEPOM C IMLLIEBOVM MacKoMn Mnn 6e3 Hee B 3aBMCUMOCTM OT BO3pacTa; ANs CamMbIX
MafleHbKUX MNaLMEHTOB B C/ly4ae MHULMALIMK Tepanuu, a TakxKe npm o60CTPEHNN MOXKET OblTb BbiGpaH Hebynansep (419 UHra-
NIAUMMA C NTMLLEBOW MACKOM MW C MYHILWTYKOM).

AnropuTt™ Bbi6opa CpeAcTB AOCTABKMU y B3POC/bIX M AeTEN pa3/IMiHbIX BO3PACTHbIX U3/I0XKEH B [punoxeHun 23.

[Mpn Ha3dHaYeHUn Tepannn NPoBOAAT 0byveHne NauuneHTa ¢ BA (a TakKe ero poantenen, oneKyHoB) TEXHUKE UHIanaumm,
B Aa/ibHENLIEM — KOHTPOUPYIOT ee cOboAeHME C LieNbio oNTUMU3aumMmn nevenuns [19, 382].

HenpaBunbHasa TEXHUKa MHFaNAUMK 9BASIETCAS OCHOBHOM NPUYMHOM HEAOCTaTO4YHOro KoOHTpons Hag bA [19, 383].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MpunoxxeHue 23
Anroputm BbiGOpa YCTPOUCTBA JOCTaBKMU A1l UHFaNALMOHHOW Tepanuu y aeTen

Mpenapart goctyneH B dopme AU,
AN nnm KMAKOCTHOrO MHransatopa

Y

Pe6eHOK B COCTOSAAHUM
nosay4yatb MHransAuMm Yyepes
MYHAWTYK (> 3—4 neT)

Y

Mpenapat 4OCTyNeH TONbKO
B XXMAKOW dopMe ANs UHransauum yepes
Hebynansep

Pe6eHOK He B COCTOSAHMM
nony4atb MHraNAUMK Yepes
MYHALWTYK, BO3pacT
< 3-4 net

Y

MHcnnpaTopHbIM MNOTOK
AOCTaTOYHOM CUNbI,
BO3pacT > 4-7 net

MHcnnpaTopHbIM NOTOK
HeJOoCTaTO4YHOW CHNbl,
Bo3pacT < 4-7 net

[OAW co cnencepom u nnueBon
MacCKOW (anbTepHaTUBHOE
YyCTPOMCTBO — Hebynamnsep
C NMLLEBOW MacKoM)

Y

Y

[OAWU co cnencepom

U MyHALWTYKOM, unu AN,

aKTUBUPYEMbIV BAOXOM,
wnu OMNMU, nnmn KnaKkocTHOM
MHranaTop c/6e3 crnencepa

(anbTepHaTUBHOE
YCTPOWCTBO — Hebynamnsep
C MYHALITYKOM)

AU co cnencepom
W XUOKOCTHOM
WMHransTop CO Crnencepom
(ansTepHaTMBHOE
YCTPONCTBO — Hebynansep
C MYHALWTYKOM)

Y

Hebynansep
C MYHALITYKOM
(MM NMLEeBOW MacKou
y neTev Mnaglwero
Bo3pacTa (< 3—4 ner))
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KIUHUYECKUE PEKOMEHAALUU

ONMPEAENIEHUE

Lenvakus — WMMyHOONOCPEAOBaAHHOE CUCTEMHOE
3aboneBaHue, KOTOPOEe BO3HUKAET B OTBET Ha ynoTpebne-
HWe TTeHa UM COOTBETCTBYIOLMX MPONAaMUHOB Y FEHETU-
4YeCKM NpeapacnooXKeHHbIX MHANBUAYYMOB U XapaKTepu3y-
eTca HalMYneM LUMPOKOM KOMGMHALMK TIOTEH3aBUCUMbIX
KIMHUYECKUX NPOSIBJIEHWUI, MOBbLILLEHWEM B CbIBOPOTKE KOH-
LEeHTpaLmmn cneunduyecKknx aHTuTen — K TKaHeBOW TpaHc-
rnyTaMmHase (anti-tTG), Kk aHgomusuio (EMA), Hannyinem
rannotunos HLA-DQ2 nnn HLA-DQ8 v aHTeponatuu [1-6].

3TUOJIOrUS U NATOTEHE3

OCHOBHbIM 3THONOrMYECKUM GAKTOPOM Pa3BUTUS LiEeNU-
aKuK ABNSETCA MNIOTEH (CUH.: KJIEMKOBMHA) — OGENKOBbIN
KOMMOHEHT HEKOTOPbIX 3/M1aKOBbIX KynbTyp. TOKCUYHbIMU

4N 60NbHbIX SBASIOTCA pacTBOpUMMble B 3dTaHone 6enku
aHAocnepMa 3epHa nweHuubl (FMaanHbl), PKU (CEKaNUHbI)
M 94YMEHS (XOpPAEWHbI), KOTOPble 06bEeAUHEHbI B MEAMLMH-
CKOM nuTepaType 06LWMM Ha3BaHUEM «[NIIOTEH».

[MunafnHbl NpeacTaBnAloT cobon NoAnnenTUaHbIE Lenu
C BbICOKMM COAEpXKaHUeM rnyTamuHa 1 NpoaunHa, 4To onpe-
LenseT X yCTOMYMBOCTb K BO3AENCTBUIO BCEX XKENYAOUHbIX,
naHKpeaTUYeCKUX M KULIEYHbIX MPOTEUHA3; UX FOMOJSIOMU
NPUCYTCTBYIOT BO BCEX 3€PHOBbIX, TOKCUYHBIX MPW LLeTMaKuu,
M OTCYTCTBYIOT B HETOKCUYHbIX 3naKax [7].

B HacTosllee BpeMs HaKOMIEHO AOCTATOYHO [AaHHbIX,
NO3BONSIOWMX pPaCLLEHMBATb LENMaKMI0O KaK reHeTUYeCKM
LeTepMUHMpPOBaHHOe 3aboneBaHue. Cpean OGAMMKaMLWKMX
POACTBEHHMKOB 60MIbHbIX YacToTa Lennakuu cocTaBasieT
20%, a KOHKOPAAHTHOCTb CPeAn MOHO3UIOTHbIX 6IM3HEL 0B

Nataliya A. Averkinal, Aleksander A. Baranov? 3, Sergey V. Bel’'mer?, Tatiyana T. Boraeva®,

Tatiyana A. Borovik® €, Tatiyana V. Bushueva® 7, Elena A. Vishneva?' 4, Aleksander V. Gorelov3: &,

Olga S. Gundobina2, Margarita M. Gurova® 18, Yuliya A. Dmitrieval® 14, Irina N. Zakharoval?, Nataliya G. Zvonkova®

5, Aleksander A. Zvyaginl1, Nurali Z. Zokirov2, Elena V. Kaytukova? 4, Leonid Ya. Klimov1?, Elena V. Komarova?2,
Elena A. Kornienko?, Elena I. Kondratieva” 13, Viktoria A. Kuryaninoval?, Sergey I. Kutsev’, Maxim M. Lokhmatov> €,
Elena V. Loshkova” 15, Andrew V. Nalyotov1é, Leyla S. Namazova-Baranova? 4, Valeriya P. Novikova®,

Niso D. Odinaeval3, Mariya M. Platonova? 3 4, Aleksander S. Potapov3 &, Mariya O. Revnova®,

Irena E. Romanovskayal?, Elena A. Roslavtseva®, Liliya R. Selimzyanova?' 34, Irina V. Sichinava3,

Vera A. Skvortsova®, Andrey N. Surkov?' 4, Rustem F. Tepaev3, Andrey P. Fisenko®, Anatoly I. Khavkin13: 18,
Ekaterina A. Yablokova® 13, Galina N. Yankinal®, Kamilla E. Efendieva? 4

1 Russian Research Institute of Health, Moscow, Russian Federation
2 pediatrics and Child Health Research Institute in Petrovsky National Research Centre of Surgery,

Moscow, Russian Federation

3|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation
4 Pirogov Russian National Research Medical University, Moscow, Russian Federation

5North Ossetian State Medical Academy, Vladikavkaz, Russian Federation

6 National Medical Research Center of Children’s Health, Moscow, Russian Federation

7 Research Centre of Medical Genetics, Moscow, Russian Federation

8 Central Research Institute of Epidemiology, Moscow, Russian Federation

9 Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation

10 Russian Medical Academy of Continuous Professional Education, Moscow, Russian Federation

11 N.N. Burdenko Voronezh State Medical University, Voronezh, Russian Federation

12 Federal Scientific and Clinical Center for Specialized Types of Medical Care and Medical Technologies,

Moscow, Russian Federation

13 Research Clinical Institute of Childhood, Ministry of Health, Khimki, Russian Federation
147 A. Bashlyaeva Children’s City Clinical Hospital, Moscow, Russian Federation

15 Siperian State Medical University, Tomsk, Russian Federation

16 M. Gorkiy Donetsk State Medical University, Donetsk, Russian Federation

17 National Association “Gluten-Free Life”, Saint Petersburg, Russian Federation

18 Belgorod State National Research University, Belgorod, Russian Federation

19 Stavropol State Medical University, Stavropol, Russian Federation

“Celiac Disease-2025": Project of Clinical Guidelines
for the Diagnosis and Treatment of Celiac Disease in Children

The authors present current data on the etiology, pathogenesis, clinical manifestations of celiac disease in children of different ages,
associated diseases, laboratory and instrumental diagnostics, diet therapy, additional treatment methods, vaccination, and follow-up
of children with celiac disease based on the developed clinical guidelines “Celiac Disease. Children”.

Keywords: celiac disease, gluten, esophagogastroduodenoscopy, tissue transglutaminase, gluten-free diet, clinical guidelines,
children

For citation: Averkina Nataliya A., Baranov Aleksander A., Bel'mer Sergey V., Boraeva Tatiyana T., Borovik Tatiyana A., Bushueva Tatiyana V.,
Vishneva Elena A., Gorelov Aleksander V., Gundobina Olga S., Gurova Margarita M., Dmitrieva Yuliya A., Zakharova Irina N., Zvonkova
Nataliya G., Zvyagin Aleksander A., Zokirov Nurali Z., Kaytukova Elena V., Klimov Leonid Ya., Komarova Elena V., Kornienko Elena A.,
Kondratieva Elena I., Kuryaninova Viktoria A., Kutsev Sergey |., Lokhmatov Maxim M., Loshkova Elena V., Nalyotov Andrew V., Namazova-
Baranova Leyla S., Novikova Valeriya P., Odinaeva Niso D., Platonova Mariya M., Potapov Aleksander S., Revnova Mariya O., Romanovskaya
Irena E., Roslavtseva Elena A., Selimzyanova Liliya R., Sichinava Irina V., Skvortsova Vera A., Surkov Andrey N., Tepaev Rustem F., Fisenko
Andrey P., Khavkin Anatoly I., Yablokova Ekaterina A., Yankina Galina N., Efendieva Kamilla E. “Celiac Disease-2025": Project of Clinical
Guidelines for the Diagnosis and Treatment of Celiac Disease in Children. Pediatricheskaya farmakologiya — Pediatric pharmacology.
2025;22(4):495-522. (In Russ). doi: https://doi.org/10.15690/pf.v22i4.2941



T-KNETOYHbIN
peuenTop

Mentna
anbda-rnvaguHa

AKTUBUPOBAHHbIN
T-KNEeTOoYHbIN peuenTtop

HenTpanbHble | TkaHeBas
anuTonsbl HCcrnyTamuHasa
nenTuaoB
rnwaavHa

AHTUIreHCBA3bIBAOW MM
y4acTok monekynbl HLA-DQ2

OTpuuaTenbHO 3apsiKeHHble
OCTaTKKM B CTPYKTYype
MONEeKybl rMuagnHa

Puc. 1. MNpe3eHTauus nentuaos rmuaaunHa T-numdountam B coctaBe monekyn HLA (agantupoBaHo 13 [11])
Fig. 1. Presentation of gliadin peptides to T lymphocytes in the context of HLA molecules (adapted from [11])

nocturaet 86% [8, 9]. JoKadaHa accoumauma Leanakuu
C aHTUreHamu rNaBHOr0 KOMMJIEKCaA TMCTOCOBMECTUMOCTH
yenoseka (HLA), pacnonoxeHHbIMM Ha KOPOTKOM rJeye
6-1 XxpomocoMbl B noKyce 6p21. Mannotun HLA-DQ2 BbisB-
naetca y 90-95% naumeHtoB, HLA-DQ8 — y ocTanbHbIX
5-10% [10]. OTcyTCTBME B reHOTUNE TUMWUYHbIX ANS Lenva-
Kuu annenew genaet pa3BuTue 3aboneBaHns KpanHe mano-
BEPOATHbLIM.

LeHTpanbHbiM co6bITMEM MaTtoreHesda Lennakuu
ABNSETCA Npe3eHTauua nenTMAoB rMuajuvHa B cocTaBe
monekyn HLA-DQ2/DQ8 rntoTeH-cneunduyieckum CD4*
T-numdoumMTam ¢ nocneayowmMmMm pa3BuTMeM UMMYHOBOCMA-
JIMTENLHOrO NpoLecca B CIM3UCTON 060/104KE TOHKOM KULLIKK
(COTK). BaxHyto ponb B MOANDUKALMK NENTUAOB MUMaanHa
uUrpaeT TKaHeBas TpaHcriytamMuHasza — bepMeHT, KaTa-
NIU3UPYIOLLUIA peakLuuio AeaMUIUPOBaHUA aMWUHOKUCIOT

C 3aMEHON ryTaMuHa Ha ryTamMuHOBYO KUCNOTY. oA aen-
CTBMEM TpPaHCryTamuMHasbl B MOJIEKyne rnnaanHa Gopmu-
pyloTCH OTpULATENIbHO 3aPAMKEHHbIE 3MUTOMbI, YTO MOBbLILLA-
eT addUHHOCTL (CPOACTBO) NENTUAOB K COOTBETCTBYIOLLUM
CcBfA3bIBaOWMM yd4acTkam monekyn DQ2 n DQ8 n cnocob-
CTBYET NPOYHOMY coefiMHeHu0 MonieKkynbl HLA ¢ peuenTopa-
Mu T-numoounToB (puc. 1).

AKTMBMPOBaHHble KneTkn CD4 npoayumpyioT nNpoBOC-
nanutesibHble UMTOKUHbI (MHTepdepoH ramma (IFN-y), nHTep-
NenkuHbl (IL) 15 v 21), noBpexaatolime SHTEPOLMUTHI, @ TaKKe
CTUMYNUPYIOT B-mnMdOoLUUTBI K MPOAYKLIMM aHTUTEN K rnaau-
Hy (AGA), anti-tTG n ctpykTypam COTK — EMA, KoTopble nona-
[aloT B CUCTEMHYIO LIMPKYIALMIO U MOTYT ObiTb BbISIB/IEHbI
npv NPOBEAEHMMU CEPONIONMHYECKOTO UCCNEfOBaHUS (pUc. 2).

[TpoBOCNanUTENbHbIE LIUTOKMHBLI C TOKOM KPOBMW MOTYT
pacnpocTpaHATLCH AalIeKO 3a Npejesibl KUILEYHUKA, B TO e

[nioTeH
MenTuabl ryaauHa
[leamuanpoBaHHble NenTuasl rMuaanHa
BB TkaHeBas TpaHcrlyTamuHasa
SHTEPOLINTHI = Komnnekc rmuagvHa v TTT
- L1 TkaHeBas
s TpaHcrnyTaMuMHasa

HLA-DQ2

TCR
zamu@ Lif

L ]
NPOTUBOBOCNAIUTE/IbHbIX VTR KTTM

MpoayKumsa

LIMTOKMHOB ~

P
D LY
[
AHTuTENa

~_ Th2-UMTOKMHbI K rAnaauHy
N

AHTHUTENA

Puc. 2. IMMyHOMaToONOrMYEeCKMUn OTBET NpU Liennakum (agantuposaHo mn3 [11])
lMpumevarne. TTI — TKaHeBas TpaHcrnyTamuHasa; AlMK — aHTureHnpeseHTupyowmne Knetku; T-ny, — T-niumbouuntsl; B-ny — B-numdouunThbl.

Fig. 2. Immunopathological response in celiac disease (adapted from [11])
Note. TTG (TTI) — tissue transglutaminase; APC (AlNK) — antigen-presenting cells; T Ic (T-nu) — T lymphocytes; B Ic (B-nu) — B lymphocytes.
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KJIMHUYECKUE PEKOMEHAALUUU

Bpems M 06pasyowmnecs UMMYHHbIE KOMMNEKCbl MOTYT 6blTb
BbiiBNeHbl Kak B COTK, Tak 1 B Apyrux opraHax u TKaHsXx,
BKJIlOYaa NeYeHb, NOAXKENYAOYHYIO eneay, rofIOBHOM MO3T
n nepudepunyeckme Hepsbl, TUMbaTUYECKMe y3Mbl, NOY-
KM, KOXY, 4TO B COBOKYMHOCTU onpegenser MHoroo6pasune
(CMCTEMHOCTb) KIMHUMYECKMX MPOABAEHUN LieNnaKkuu.

MpnM aKTUBHOW LEeNMaKnun 3Ha4yuMTenbHO BO3pacTaeT
KOMYECTBO MEXanuTenunanbHbix numbouunto (M3J1), oTHO-
cawmxea K CD8* T-kneTkam 1 HecylmMM peLentopbl y&. 3Tu
M3J1 HapyLlwaloT npoLecc anonto3a anuTenus, o6ycnoBau-
Bas TUMWYHblE ANS Leanakunm Mopdonornyeckne M3MeHe-
Hus COTK.

LlenMakunio MOXHO cyMTaTb MynbTUdaKTOPHbIM 3abone-
BaHWeM, rae Hapsgy C reHeTM4eCKOM npeapacrnofioXeHHo-
CTbl0O U TOKCUMYECKUM [ENCTBMEM [NIOTEHA OnpeaeneHHoe
3Ha4YeHne MMeLOT cpefoBble GaKTophbl, POJb KOTOPLIX B pas-
BUTMM 3ab60neBaHna NPoOIKaeT U3yyaTbCs.

SANUAEMHOIOrUa

CKPUWHWHIOBblE CM/IOLWHbIE 3NMAEMMONOrMYECKNE UCChe-
[LOBaHuUs, NpoBefeHHble 3a nocnegHue 35 net ¢ Mcnonb3oBa-
HWEM BbICOKOYYBCTBUTENbHbIX CEPOSIOMMYECKMX METOA0B, CBU-
[eTenbCTBYIOT 0 TOM, YTO YacToTa LieIMakum B cTpaHax EBponbl
n CeepHoit Amepuku aocturaet 1% (1:100), npu 3atom
COOTHOLIEHWE MEeXAY AMarHOCTUPOBAHHBIMU U HEAWArHOCTH-
poBaHHbIMK cnyYyasimn cocTaBnseTr 1:5 — 1:13. 06 yBenu-
YEeHUM YacToTbl 3abofneBaHWs CBUAETENbCTBYIOT CM/IOWHbIE
ncecneaoBaHus, NpoBeAeHHble B cTpaHax banxkHero BocToKa,
CeBepHon Adppuku, HOxkHOM Amepukn, NHanw, ABCTpanuu
n Hoeon 3enaHauu. CornacHo cuctematMyeckomy o630opy
(2018), cpeaHas MMpoBas YacToTa BbiABIEHUS CNELUPUYHbBIX
ans uenuvakuu antuten (anti-tTG, EMA) coctaBnset 1,4%,
npu atoM y 0,7% HaceneHuna mupa 3aboneBaHue NOATBEPK-
[EeHO ructonornyeckun. B tabn. 1 nokasaHa pacnpocTpaHeH-
HOCTb Lie/IMaKMK Ha pasHbIX KOHTUHeHTax [11-13].

B Hawen cTpaHe KpynHbIX CMAMAOWHbLIX 3MMAEMMONOIU-
YEeCKMX nccnefoBaHUM A0 HACTOSILLErO BPEMEHU HE MPOBO-
avnocb. MNMpeanonaraemas Yactota 3aboneBaHus B Poccun
MOXeT coctaBnaTbh 1 : 100 — 1 : 250 [12].

OCOBEHHOCTU KOAUPOBAHUSA

Nno MEXXAYHAPOAHON CTATUCTUYECKOM
KJACCUDUKALIUU BONE3HEN U NPOBJIEM,
CBfI3AHHbIX CO 310POBbEM

K90.0 Uennakus

KJIACCUDUKALIUA

B COOTBETCTBMM C KIMHMYECKON KapTUHOW U peaynbTa-
Tamu nabopaTopHbIX UCCNefoBaHUM paHee 6blo MPUHATO
BblAeNATb cneayowme Gpopmbl 3ab6oneBaHus.

TunmuyHas uUesMaKUs — XapaKTepU3yeTCcs Hanuvmem
B KJIMHWYECKOW KapTUHE CUMMNTOMOB MasibabcopbLuumn (Xpo-

HUYECKOW Auapeu, HeAOCTaTOYHOCTU NUTaHUSA, AeDULUTHBIX
COCTOSIHWU BCNEeACTBME HapyLWeHWs BCacbiBaHWUs MUHepasb-
HblX BELLECTB M BUTAMWUHOB).

ATUNMYHasA Lye/IMaKUsi — raCTPOMHTECTUHASbHbIE CUM-
NTOMbl OTCYTCTBYIOT WAW BblpaxeHbl cnabo, B TO Bpems
KaK B KJIMHUYECKOM KapTUHE Ha NepBOe MECTO BbIXOAAT BHe-
KULWEeYHble MPOSIBNEHUS, TaKMe KaK OCTeOomnopo3, aHemus,
6ecnnoane, HEBPONOTrMYECKUE CUMNTOMBI U 4.

Mpn TMNM4HOM M aTunuyHonm dopmax 3abonieBaHus
naToforoaHaToMmMyecKkas (rMcToniormyeckas) KapTuHa
XapaKTepusyeTcs HanuMynem aTpoPpUYecKon aHTeponaTtuu,
a B CbIBOPOTKE KPOBWM ONpeaensieTcs NoBbllUeHHbIN YPOBEHb
cneundurYecKmx aHTuTen.

B HacTosillee Bpems pasfeneHne LeMaknum Ha «TUnmy-
HYlO» U «@TUMUYHYIO» HE MOXET CYMTaTbCs OnpaBAaHHbLIM,
TaK KaKk «atunuyHble» GopMbl 3aboneBaHus BCTpeyvatoTcs
3HAYUTENBHO Yalle «TUNUYHbIX». TOBOPS O KIAMHWMYECKOM
KapTUHe LleNnaKknmn, B HacTosilee Bpems LienecoobpasHee
BblAENATb CUMMTOMHbIE, B TOM YUC/Ee ManOCUMNTOMHbIE
(C racTpPO3HTEPONOIrMYECKUMU CUMNTOMaMMU U/UU BHEKU-
WeYHbIMM MPOSABAEHUAMM), U GecCUMMTOMHbIe GOPMbI
3ab6oneBaHus. Y nayMeHToB ¢ 6€CCUMMNTOMHON (CKPbITON)
GOpMON LenrMaknm OTCYTCTBYIOT Kakue-nnbo NposiBAEHUS
3a6oneBaHus. [MarHo3 B 3TOM Ciy4ae ycTaHaB/MBaeTCs
B XOA4€ CKPUHUHIOBbIX UCCIeAoBaHUA Man npu obcneaoBa-
HWUW POACTBEHHMKOB/NALMEHTOB U3 rpynn pucka [2, 4, 6].

B cnyyae BbiBNeHUa y pebeHKa NOBbILWEHHOIO YPOBHS
cneundunYecKkMx ayToaHTUTEN B COYETAHUMM C Hanuynem
B reHotune annenen HLA-DQ2/DQ8, HO npu OTCYTCTBUM
(Marsh 0) nnn mmHnmanbHbix (Marsh 1) u3meHeHusx co cTo-
poHbl COTK NpUHATO roBOPUTbL O MOTEHUHa/IbHON Le/sina-
Kum. O NoTEHUMaNbHOM LieNInakMn BO3MOXKHO CYANTb TONIbKO
npu MccnegoBaHWM LOCTATOHMHOMO Konu4yectBa 6GuonTtatoB
COTK. TaKTMKa BeeHUs NaLneHTOB C MOTEHLMaNbHOM Lenu-
aKkuewn npogomKaet ob6cyxaatbes. MNpu HannMyuMn CMMNTOMOB
3a60n1€eBaHUsA nauMeHTaM C MOTEeHUManbHOW Lennakven
0AHO3Ha4YHO NOKa3aHo cobnogeHne 6e3rMITEHOBON ANETDI.
Mpn 6€CCMMNTOMHOM TEYEHWW MOTEHLMANbHON LieMaKmm
BO3MOXHO MPOAOIKMUTb HabNogeHne 3a pebeHKoM Ha doHe
06bI4HOI0 pauMoHa NuUTaHusa ¢ 06a3aTeNbHbIM KOHTPOAEM
KNIMHUYECKOM KapTWHbI, UCCnefoBaHMEM YPOBHA aHTH-
Ten B AMHaMWKE U NpOBeAeHWEM MOBTOPHOM 3HLOCKOMNUM
¢ 3a6opoM 6uonTtaTa B clly4ae COXpaHeHWUs MOBbIWEHHOrO
YPOBHS creunduryecknx aytoaHtuten [14, 15].

PejpakrepHas yennakmss — xapaKTepusyeTcs OTCyT-
CTBMEM OTBETa (KMHMYECKOro, Ceponormyeckoro, Mopdo-
JIOTMYECKOro) Ha 6e3rnTeHoBy0 aveTy. PedpakTepHas
dopma (Mpu 6e3yCNOBHOM WCKJIOYEHUU HapylleHun 6e3-
rMIOTEHOBOW AMETHI) COBEPLIEHHO HEXapaKTepHa ANna geTen
n TpebyeT NPOAOCIKEHNS AMAarHOCTUYECKOro NoucKa.

CnepyeTt OTMETUTb, YTO BblAENEHNE «MEPBUYHOM» U «BTO-
PUYHOM» LIeNIMaKMK, a TaKXKe «CMHAPOMa LenaKum» KaTe-

Ta6auuya 1. HYactoTa BbiIBIEHUSA CNEeUUPUYECKUX aHTUTEN U TUCTONOTMYECKN MOATBEPKAEHHOM LienMakun B mupe [11-13]
Table 1. Frequency of detection of specific antibodies and histologically confirmed celiac disease in the world [11-13]

Pervon Cep0n03MT:IBHbIe nvua, FMcToNorMyeckn noaTBepKAeHHan
% uenuakua, %
AdpuKka 1,1 0,5
Aszuns 1,8 0,6
ABCTpanus 1,4 0,8
EBpona (BKkNtovas Poccuio) 1,3 0,8
CeBepHasa AmepuKa 1,4 0,5
HOxHas AMepuKa 1,3 0,4




ropuM4ecKM HEBO3MOXHO. Llennakmna — Bcerga nepsuyHoe
3ab6oneBaHne, Ha CErofHsWHWIM AeHb He nojaatolieecs
paavKanbHOMY M3NeyeHuto. BoilenepeyncneHHole TepMu-
Hbl MyTalT Bpaya M NauuMeHTa, OCTaBisAs BO3MOXHOCTb
M3NeYeHUs OT Le/IMaKuu, U, Kak CleacTBMe, MOryT cTaTb
NMPUYUHON OTMEHbI 6E3rNIOTEHOBON ANETHI.

BobigensioT 3 nepuofa 3aboneBaHuns: 1aTe€HTHbIH, KJN-
HUYEeCKOH MaHupecTaymum (aKTUBHbIH), PEMUCCHUM.

JlaTeHTHbIA nepuojg — NPOAOSKAETCA OT MOMEHTa
BBEAEHMUS [loTeHa A0 Hayvana KAMHUYECKUX MpPOsiBNEHUN
3a60/1eBaHNs M MOXET COCTaBNATb OT HECKONbKWUX AHEW
[0 MHOrMx neT. Yawe He AnarHoOCTUpyeTcsi, MOXKET ObliTb
BbISIB/IEH NPUY LieNeHanpaBlieHHOM 4MarHOCTUYECKOM MOuC-
Ke B rpynnax pucka v npu CnjaowHOM CKPUHUHTE.

AKTUBHbIA nepuop (nepruos KIAMHUYECKOH MaHH-
decTtaunm) — xapakTepusyeTcs MOSBAEHUEM MNEPBbIX
cumnToMoB 3abofieBaHUsl, OOYC/IOBNEHHbIX HanMynem
Manbabcopbuun. lMpexae BCEro 3To XpoHMYecKas fAua-
pesi, HeLOCTaTOYHOCTb MUTaHMSA, AedULUTHbIE COCTOSIHUS,
Bbl3BaHHbIE HapyLLeHNMeM BCacblBaHUS HYTPUEHTOB.

lNepuos HENONHOMH PeMUCCHHU (HadaslbHasi PEMUCCHST) —
HacTynaeT, Kak npaBunio, cnycta 3—6 mec nocne HasHavye-
HUSI CTpOrov 6e3rniTEHOBON AMETbl; OTMEYaloTCH YMEHb-
LWEeHWEe BbIPAXXEHHOCTU OCHOBHbIX CMMMTOMOB, CHWXXEHWEe
TUTPOB crneundrUYECKUX aHTUTEN NPU COXPaHEHUM onpeae-
NIEHHbIX NPU3HAKOB aTpoduyeckon aHTeponatmum B COTK.

llepuos noNHOH pemMUCCUMN (KJIMHHUKO-CEepPOoJIoru-
YyecKasi, Mop¢gosiornyecKass peMHUccust) — BO3MOXKEH
He paHee 4yeM 4yeped 1-1,5 roga oT Havyana cTporon 6es-
rNIOTEHOBOW AMETHI M XapaKTepu3yeTcs OTCYyTCTBMEM CheL-
NPUYECKNX aHTUTEN M HOopMmanu3daumen Mmopdosiornyeckon
cTpyKTYypbl COTK.

[Mpn HecobnogeHUN 6e3rNTEHOBOM AMETHI 3aboneBa-
HWEe BHOBb NEPEXOAWT B aKTUBHbINH nepuoyg [3].

K/IMHUYECKASA KAPTUHA

Haunbonee spkve cuMNTOMbl 3abosieBaHUsA, KaKk npa-
BWO, OTMeYatoTca y AeTen NepBblX IET XU3HU, NpU 3TOM
B K/IMHWMYECKOM KapTMHE Yalle JOMUHUPYIOT racTPOUHTECTH-
HanbHble NPOABNEHUS (Tab. 2).

Y peTten paHHero Bo3pacTa Uenakus MaHubecTupy-
eT 06bl4HO Yyepe3 1,5-2 mec nocne BBeeHWA B paLMoH
nuTaHnsa pebeHKa rioTeHcoAepKaLMX NPOAYKTOB (LeTCKoe
neyvyeHbe, Cyxapuku, xneb, CylwKun, 6apaHKkK, MaHHas (Nwe-
HUYHas) Kalla, My/ibTM3NnaKkoBas Kalwa). MHorga maHudecta-
LUMS LennaKkum y aeten NpoUCXOAMUT nocse nepeHeceHHbIX
MHPEKLMOHHbBIX 3a060/IEBaHNUM (KULLIEYHbIX UKW pecnupaTtop-

Ta6nuua 2. KnuHMyeckue NposiBNEHNS LeMakuu y ieTein paHHero
Table 2. Clinical manifestations of celiac disease in young children

HbIX MHbEKLMHN), ogHaKo 4YacTo 3abosieBaHWe HavyuHaeTcs
6e3 BUAMMOW MPUYUHDI.

KnvHM4Yeckne cuUMNTOMbl NPOSBASAIOTCA B OGONbLWMWH-
CTBE CNy4yaeB MoCTeMNeHHO. [1oABNAIOTCA CBOMCTBEHHbIN
ONS TUMWYHOW LleSIaKnn 0GUNbHbIM NEHUCTbIN, }UPHbIK, 3/10-
BOHHbIN CTy/, HapyweHWe anneTuTa (0TKas OT eAbl UK, Hao-
60pOoT, NoBbIWEHME anneTuTa), 6ecnpuinHHas peoTta, noteps
mMaccol Tena. Poantenu o6pallaloT BHUMaHWe Ha HapyLleHus
noBefeHnss — MOSABASAIOTCA Pa3fpayKUTeNbHOCTb, HeraTu-
BW3M, anaTtusi, HapyllaeTcs COH, MCYe3aeT UHTEPEC K OKPY-
atowemy; pebeHOK MOXKET nepecTtaTtb XO4UTb.

CTapwue fetu »anylTcs Ha 601 B XMBOTE, KOTOpble
Yalle MMEOT HEMOCTOSHHBIN, «TYMON» XapaKTep U IOKannay-
I0TCS NPEUMYLLECTBEHHO B OKOMOMYNOYHOM o6nacTu. Y noa-
POCTKOB W B3POC/bIX MALMEHTOB KAMHMYECKas KapTuHa
Yalle XapaKTepu3yeTcs COYeTaHMEM KUILEYHbIX U BHEKM-
LWEYHbIX NPOSIBAEHWUI, MPW 3TOM NOCNeAHNE MOTYT AOMUHM-
poBatb [1-6] (Tabn. 3).

B KIMHWMYECKON KapTUHE LleInaKMn He UMEETCS HU OAHO-
ro cumnTomMa, Kotopbit 6b1 BcTpevancsa y 100% 60MbHbIX,
YTO YaCTO NPUBOAUT K ANArHOCTUHECKUM OWMBKaM.

Mpn NoJO3pEHMU Ha Lennaknio HeoO6XOAUMMO MOMHUTb
0 BbICOKOW YacToTe ee accoumalmmn ¢ pagom ayTOUMMYHHbIX
W reHeTU4YecKux 3aboneBaHunm (tabn. 4).

Ocob6eHHO cneayeT yaenuTb BHUMMaHwe nauueHTam
C HU3KOW MUHEpPasIbHOM MNIOTHOCTbIO KOCTHOM TKaHu (MIMKT),
nauneHTam co CHwxkeHnem MIMKT npu OTCYTCTBUM APYrux
$aKTOpoOB pUCKa M/MAKM TPYAHO NOAAAOWMMCS NeYeHUIo
aedvumntom ButammHa D, a TakKe maumMeHTam CO CTOMKM-
MU KENYLOYHO-KUILEYHbIMKU paccTponcTBaMu. laumeHTol
C ayTOMMMYHHbIMW W 3HLOKPUHHBIMKU 3a60neBaHUAMM,
HEKOTOPbIMU XPOMOCOMHbBIMW @aHOMaNUAMU U POLCTBEHHUKM
nepBoM CTENEHN POLACTBA NAaLMEHTOB C LieNMaKnen JOMKHbI
OblTb OTHECEHbI B rPynny pUCKa MO pPas3BUTUIO LennaKkuu
W HYXAalTCs B MNPOBELEHMM CKPUHWMHIOBbLIX Ceponoruvye-
CKUX UccnefoBaHuin.

C yyeTOM 0nMy6/AMKOBaHHbIX AAHHbIX, YKa3blBalOWMX
Ha BbICOKYIO 4acTOTy LeMaKkuu cpeau nalumMeHTOB C MyKO-
BMCLIMAO30M, CleayeT paccMOTpeTb BO3MOXHOCTb MpoBe-
OEHUS CKPUHUHIA Ha LeNnaKkunio Y JaHHOW KaTeropuun 60/b-
HbIX [16].

BO3HWKHOBEHMWE LIeIMaKUM HEBO3MOXHO Y AETEN, HUKOT-
[a He nonyyaBLUMX MIOTEHCOAEPKaLLME NPOAYKTbI.

BO3HMKHOBEHMWE LIEeIMaKMU HEBO3MOXHO Y AeTewn, nony-
YaloWwnx TONbKO FPyAHOE MOJSIOKO M 6e3rniTeHOoBblE MPO-
OYKTbl NPUKOPMa, JaxKe ecnun KopMmsLlasa maTb ynotpebnser
B MULLY MIOTEHCOAEPIKaLLMe NPOAYKTHI.

BO3pacTa

FacTpoMHTeCcTUHaANbHbIE CUMNTOMBbI
* PBoTa

e [napes, 06MNbHbIN, 3NT0BOHHbIN, MEHUCTbLIN CTYA, NoandeKanus, cteatopes
* bonu B MBOTE

* MeTeopusm

* YBeNIM4YeHUe KnBOTa

* CTOMKMe 3anopbl; AN130/ KULIEYHOR HEMPOXOAUMOCTH
* HapyuweHus annetuta
¢ MMOBTOPHbIE 3MU30AbI KWLWEYHON UHBArMHaLMK

HapyweHue ¢pusnyecKkoro passutus

* CHUWXXeHWe nnu oTCyTCTBME NPUBaBKM Macchl Tena
e OTCcTaBaHWe B pocTe

* MHOXeCTBEHHbIN Kapuec
NMposBaeHnsa runoKanbLuueMmnu, oCTeoneHumn ° PaxuTuyeckne MU3MeHeHUs KocTen
* [MNoKanbUMeMUYECKNE CYa0POTH

FemaTtonoruyeckue nposiBieHUs * PedpakTtepHas K Tepanuu xeneso-, bonueso-, B, ,-nedununtHas aHemus

Hecneuyudunyeckne cumnTombl

* MblweyHas runoToHns
* AnaTtus, HeraTMBM3M, NOTEPS MOTOPHbLIX HABbIKOB
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Ta6aunua 3. OCHOBHbIE KIMHUYECKUE NPOSIBAEHUS LieNIMaKuu y AeTel cTapliero Bo3pacTa
Table 3. The main clinical manifestations of celiac disease in older children

FacTponHTeCTUHANbHbIE CUMNTOMbI

Peunavsupytowme 6011 B KUBOTE

YBenuyenue, B3LyTUE KUBOTaA, METEOPU3M

TowHoTa, NoBTOpPHas pBoTa

HeycTonuunBbIn CTYN U gnapes

3anopsl

MNoBbllWEeHWe NeYeHOYHbIX TPaHCaMUHa3, XPOHUYECKUA HEUHDEKLMOHHBIN renaTtuT
HeyCcTaHOBJ/IEHHOW 3TUONOTUK

HapyweHue dpusnyeckoro passutusa

Hu3KopocnocTtb
CHWXKeHWe macchl Tena
M36bITOYHaa Macca Tena u OxXupeHue

U3mMeHeHUSs CO CTOPOHDbI KOXKM U CIN3UCTbIX
o06o004eK

FepneTndopMHbINA AepMaTHT («<KOXKHas» popma LieIMakum)

Anoneuus

Butunuro

Peuunansupyowmnin abTo3HbIN CTOMATUT

XeNnuThbl, CyXOCTb KOXM, HapyLleHWUa pocTa HOITen U BOSIOC (KaK NposiBieHne
noSIMrMNOBUTaMMUHO3a)

U3mMeHeHHUs CO CTOPOHbI KOCTHOM CUCTEMDbI

bonu B KOCTAX 1 B cycTaBax
OcTeonopos, ocTeoMansiums, NOBTOPHbIE NEPENOMbI
MHOeCTBEHHbIN Kapuec, gedeKTbl 3y6HON amanun

FemaTonornyeckue nposiBeHUN

PedpakTepHas K Tepanuu xeneso-, $onneso- uin B, ,-neduuntHas aHemus
OKXMMO3bl M KpOBOTEYeHHUA (BcneacTBue aedpuumta ButammnHa K)

HeBponornyeckue nposBaeHus

[onoBHble 6011, MUTPEHU

HapyweHus cHa

MoBTOPHbIE 3NU30/4bl CYAOPOT; ANUAENCUS

MonuHenponaTua

InioteHoBas ataKcus («<HeBpoJiIoruyecKas» popma Lesamakum, onmcaHa
npeumMyLyecTBeHHO y B3POC/ibiX)

Hecneuuduyeckue cuMnTombi

Jenpeccus
XpoHnyecKas yctanocTb
CnabocTb, yTOMASEMOCTb, Pa3APaXMUTENbHOCTb, CHUXKEHME YyCeBaeMoCTH

HapyweHus penpoayKTUBHOW GYyHKLUHK

3agepKKa NonoBOro pasBuTUs

Y NoApOCTKOB/B3POCAbIX:

— YKEHCKOE U MYyXCKoe Gecnniogue

— HeBblHaWMBaHWe 6epPeMEeHHOCTH, CMOHTaHHblE aB0PTbl, MEPTBOPOXKAEHHS

Ta6nuuya 4. AccoummpoBaHHble C Lennakuen 3aboneBaHns

Table 4. Diseases associated with celiac disease

3a6oneBaHUA 3HAOKPUHHOM CUCTEMbI

CaxapHblvi inabet 1-ro Tuna

AYTOMMMYHHble 3a60neBaHus LWHUTOBUAHOW XKenesbl
BonesHb ApancoHa

HapylweHuns penpoayKTUBHOM GYHKLMK

3a6oneBaHusa cepAeYHO-COCYAUCTON CUCTEMbI

MavonaTnyeckan aunataumMoHHas KapamomuonaTtus
AyTOMMMYHHbIM MUOKapauUT

3a6oneBaHusa renato6mManapHoi CUCTEMbI

MepBUYHbIN BUAKaPHLIA LUPPO3
AyTOMMMYHHbI renatut
AyTOMMMYHHbIW XONaHMUT

BonesHb BunbcoHa — KoHoBanosa

Apyrue 3a6oneBaHusa

IgA-HedponaTtusa (Hedput bepre)
PeBMaTonaHbIN apTpUT

Mcopwnas

CuHapowm LerpeHa

PaccesHHbIN cKnepo3s

BonesHb KpoHa

A3BEHHbIN KONUT

CeneKkTuBHbIN aedbuumnt IgA

XpomocoMHble aHOMauun

CuHgpom [ayHa
CuHapom LLepelweBckoro — TepHepa
CuHgpom Bunbsmca

Apyroe

PoaCTBEHHUKKM NepBOW CTeNEHU POACTBA (poauTenu, cubebl) naLmMeHTa
C uennakuen




CBOEBpPEMEHHOE BhIIBIEHUE LIefIMakun U HasHayeHue
6e3r0TeHOBOM ANETbI Y NALMEHTOB U3 TPYNM PUCKE MOXKET
NpeaoTBPaTUTh KaKk NPorpeccMpoBaHe 0CHOBHOMO 3a60osie-
BaHWs, TaK 1 Pa3BUTHE TAENbIX HEOBPATUMbIX OCTIOKHEHW
LenMaknu, BroYaa T-KAeTouHyo TMMdOMY U Apyrue BUbl
3/10Ka4eCTBEHHbIX HOBOO6Gpa3oBaHWin (ageHoKapLuuHoma
enyaKa 1 KULeYHWKa, CKBaMO3HbIN paK NuiLeBoaa).

AUATHOCTUKA

CornacHo TpeboBaHMAM K pa3paboTKe KJIMHUYECKUX
peEKOMeHZaUnn, K KaxgoMy Te3ucy-peKoMeHgauun Heob-
XOAMMO yKasblBaTb CUJly PEeKOMeHAaunh n JoKa3aTesbHyIo
6a3y B COOTBETCTBMM CO LUKaJIaMMU OLIEHKM YPOBHS [OCTO-
BepHoOCTH goka3atesnbeTB (YA/L) n ypoBHS y6eanTesIbHOCTH
pexkomeHgaumn (YYP). [ns MHoOrnx Te3ucoB-peKoMeHaa-
umn YYP v YA/ 6yayT UMeTb HU3KUI YPOBEHb 0 MPUYMHE
OTCYTCTBMS MOCBSILEHHbIX UM KJIMHUYECKUX MCCeoBaHni
(MpwnnoxkeHune 1).

Pa3Hoo6pa3ne KIMHWMYECKOM KapTWHbI Lenvakuu (oT
TAXEeNnon Manbabcopbumn A0 BHEKWULWEYHbLIX, ManOCUM-
NTOMHbIX U 6€CCUMNTOMHBIX GOPM) AenaeT HEBO3MOXKHOMN
NOCTAHOBKY AMArHo3a TO/IbKO MO KJIMHWYECKUM MNposiBfe-
Huawm [1, 2].

Ba)KHbIM  SBNSieTCH  BbIMOJHEHWE CKPWUHWUHIOBOIO
o6cnefoBaHMa Ha LEMaKUI0 HEe TONbKO Cpeau nauueH-
TOB C XapaKTepHbIMU racTPOUHTECTUHANbHbBIMKW MposiBNe-
HUSIMW, HO U MPU HANIMYUN MEHEE APKUX BHEKMULIEYHbIX CUM-
NTOMOB, a TaKXe cpeiu 6eCCUMNTOMHbBIX 1L, MOCKOJbKY
farke 6eCCUMNTOMHAN LieIMakns MOXET UMETb HeraTuBHoOe
B/IMSIHUE Ha COCTOAHME 340poBbsi pebeHKka B OGyaylieMm.
06cnefoBaHMio Ha LeNMakuio noanexkat:

° nayMeHTbl C HEOOBACHUMbIMHA NPUYUHAMMU XPOHUYE-
CKOM MW peunauBupylowen auapeun, 3ajepiKK1 pocTa,
noTepu Maccbl Tefla, OTCTaBaHWsS B MONOBOM pa3BU-
TUKW, ameHopew, KenesogeduUNTHON aHEMUK, TOWHOTI
WKW PBOTbI, YNOpHbIX 60NEN B XWBOTE, MeTeopuama,
CTOMKMX 3amnopoB, pPeLnanBUpyoWwmnx adTo3HbIX CTOMa-
TUTOB, BbICbINAaHWA, CUHAPOMA XPOHUYECKOMN YCTaNoCTH,
nepenoMoB MpU HECYLLECTBEHHbIX TpaBmax / ocTeone-
HWKW, OCTEONOpPO3a, NOBbIWEHNA TPAHCAMMUHa3 B OGUOXU-
MWUYECKOM aHann3e KpoBH;

° 6eccHMMNTOMHbIE NaLneHTbl U3 rPyNnbl PUCKa No pas-
BUTUIO LENIMaknn, B 4YaCTHOCTM MaLMEHTbl C caxapHbiM
avabetom 1-ro Tvna, ayTOMMMYHHbIM TUPEOUAMTOM,
ayTOMMMYHHbIMW 3a60MeBaHUAMU MEYEHU, CENEeKTUB-
HbIM gebuunTom MMMyHornobynunHa knacca A (IgA), cuH-
apomamn [ayHa u LepeweBckoro — TepHepa, CMHAPO-
MOM Bunbsimca, a Take pOACTBEHHUKU NEPBON NNHUMK
pOACTBaA NAaLMEHTOB C Lennakuen [17-20].

MpuHMMas BO BHUMaHWE BbICOKYID 4YBCTBUTENbHOCTb
M cneumdUYHOCTb COBPEMEHHbIX AMArHOCTUYECKUX METO-
OB, cnefyetr UMeTb B BMAY, YTO Ha HaACTOALWMA MOMEHT
He cyuwecTByeT HWM OAHOrO0 MCCNeAoBaHMUs, KOTOpoe MOor-
no 6bl co 100% AOCTOBEPHOCTbIO MOATBEPAWTL Hau-
yne y nauueHTa Lenrakuu. [uarHoctuka 3aboneBaHus
[OMKHa OblTb KOMMIEKCHOM M OCHOBbLIBATLCS Ha COBOKYIM-
HOM OLEHKe KAMHUYECKUX [LaHHbIX, pe3ynbTaToB Ceposo-
rMYecKoro, naTonoroaHatoMmyeckoro (Mopdonornyecko-
ro) U, NpM Heo0b6X0AUMOCTH, MONEKYNSPHO-FEHETUYECKOIO
nccnegoBaHun [1, 2].

B 2012 r. pa6bouen rpynnon ESPGHAN 6bin pa3spabo-
TaH HOBbIA MPOTOKON AMArHOCTUKKU Lenakuu y geten [1],
COrnacHoO KOTOPOMY AMAarHo3 Lenuvakun MoxeT ObiTb ycTa-
HoBneH 6e3 npoBeaeHns 6uoncum COTK getam ¢ Hannynem
XapaKTepHbIX CMMMNTOMOB 3abo/seBaHus, B Ciayvyae MNoBbl-
LeHMsa KoHUeHTpaumm anti-tTG go nokasaTtenen, 6onee 4em
B 10 pa3 npesBbilalowmx BEPXHIOK rpaHuLy HOpMbI (Upper

normal limit; UNL), npu nonoxutensHom tutpe EMA u Hanu-
YUKW Yy NaUMEHTa XapaKTEPHbIX FEHETUYECKUX MapKeEPOB.
(CnepyeT y4nTbiBaTb, YTO HOPMATUBHbIE 3HAYEHUSA KOHLEH-
TpaLMK aHTUTEN MOTYT pPasnnMyaTbCs Y PpasnnyHbiXx NPOU3BO-
anTenen AnarHocTM4ecKux Habopos.)

B 2020 r. Ha OCHOBaAHWW KPYMNHOro MHOTOLLEHTPOBOro
nccneaoBaHms, NPOBEAEHHOO C LIeNblo OLLEHKU 3P deKTHB-
HOCTM NpUMeHeHus npoTokona ESPGHAN 2012 r. Ha npakK-
THKe [21], UCXOAHbIN ANAarHOCTUYECKUI anropuT™M 6bi1 MOAN-
duumnpoBaH B NiaHe 0TKa3a OT 0653aTeIbHOro NPOBEeAEHUS
reHeTUYeCcKoro nccnegoBaHus Npu NocTaHoBKe AMarHo3a
uennakumn 6e3 6uoncumn COTK [2]. B cooTBETCTBUM C PEKO-
MeHaaunamm ESPGHAN 2020 r. gMarHo3 Lennakum MOXKeT
6bITb TOYHO YCTAHOBJIEH cneunanmcTom (1) c- uam 6e3 npose-
aeHus éuoncun npu coboaeHnM COOTBETCTBYIOWMX PEKO-
MeHaauunn (MpunoxeHue 2).

ano6bl u aHamHe3

MauneHTbl C LenMaknen MoryT UMeTb pasfinyHble KuLeY-
Hble M BHEKWLWeYHble NposiBieHMs 3aboneBaHus, B psage
cNyvyaeB Lennakus npotekaet 6eCCMMNTOMHO.

K Hanbonee 4acTbiM anob6am NauMeHTOB CO CTOPOHbI
KenyaoyHo-KuweyHoro Tpakta (KKT) oTHocaTca aunapes,
CTOMKME 3anopbl, 601U B XWBOTE, YBE/IMYEHUE XKMBOTA
B 00beme, METeopu3Mm, TOLWHOTa, pBOTa, MOTEPs MaccChbl
Tena.

JononHutenbHble anobbl MOryT BKJ4aTtb B cebs
aedvunT Maccel Tena, oTcTaBaHWe B pOCTe, 3a4ePXKY Nono-
BOr0 Pa3BUTUS, CTOMKOE COXpaHeHWe aHeMWU, BbICbiNaHUs
Ha KOXXe, BUTUAWIO, anoneumio, AedeKTbl amann 3y60B
N MHOXECTBEHHbIW Kapuec, 601 B KOCTSAX U CycTaBax, peLm-
AMBUPYIOWNMIA adTO3HbIA CTOMATUT, UBMEHEHWE NOBEAEHUSA
pebeHKa (pa3aparKUTenbHOCTb, MOBbIWEHHAs yToMAase-
MOCTb, anaTtusi, cnabocCTb, HEraTUBU3M). HapyLEHUS MeEH-
CTPpyaNbHOro LMKAa, NOBbIWEHNE aKTUBHOCTU NMEYEHOYHbIX
TpaHcaMWHa3 (anaHnHaMmuHoTpaHcdepasbl (AJ1T), acnapTa-
TamuHoTpaHcdepasbl (ACT)) NOo AaHHbIM GUOXMMUYECKOIO
aHannsa KpoBMu.

Y nauMeHTOB C yKa3aHHbIMK Kanobamu crneayeT 3ano-
4O3PpUTb LIEeIMaKKIO NPU OTCYTCTBUM MHOM YCTaHOBNEHHOWM
NPUYUHBI UX BOBHUKHOBEHMUS.

PekomeHayeTcs, MOMUMMO MNOKa3aHWM, NepeyucneH-
HbIX BbIlWe, UCKIOYNUTL LENMaKnUio cneayowmm nauneHtam
M3 rpynn pucka:

1) ¢ ayTOMMMYHHbIMKU 3abosieBaHuUs MU (Hanpumep,
ayTOMMMYHHbIM TMPEOUAMTOM, ayTOMMMYHHbIM 3abonesa-
HWEM MeYyeHun, caxapHblM gnabetom 1-ro Tunay;

2) C HEKOTOPbIMW XPOMOCOMHbIMWU @HOMaNUAMM (CUH-
apom [ayHa, cuHapom TepHepa, cuHapom Bunbsmca);

3) C CeneKTUBHbIM UMMyHoLedULNTOM IgA;

4) c noBbllweHnem ypoBHS AJTT n ACT, KOTOpbIN HeNb3s
06DBACHUTD KAKUMU-TMGO MHBIMU NMPUYUHAMMK;

5) 4neHam ceMbW NepBON CTeneHn poacTBa ¢ 60JbHbI-
MU LieNMaKWUEN, faXKe B OTCYTCTBME XapaKTepHbIX xKanob,
C LeNbto NoBbiWeHN aPOEKTUBHOCTH Tepanmm accounmnpo-
BaHHbIX 3a60/1eBaHMI M NpeaoTBpaweHns GopmMrupoBaHus
OCNOXHEHUI LieNnakuu.

YpoBeHb yoeguTenbHocTH peKomeHgaumin — C (ypo-
BEeHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 4).

®dusukanbHoe o6¢cnefosaHue

Bcem naumeHTaM ¢ NoAo3peHMeM Ha LieSIMaKkuio Lieneco-
06pa3HO NPOBEAEHNE KOMIMIEKCHOro 06¢e0BaHUs, BKIIIO-
YaloLLero B ce6s OLLEHKY:
°  aHTPOMOMETPUYECKUX NMOKasaTene;
° CcOMaTU4ecKoro craTyca;
°  HEeBpPONOrMyecKoro craryca.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

JlTaGopaTopHble AUarHoCcTU4eCKue ucciiegoBaHus

Ceposiornyeckasi AMarHoCTUKa

Llenvakus xapaktepmuayeTcs NosiBNEHUEM B CbIBOPOTKE
cneundUYHbIX aHTUTEN, K KOTopbIM OTHocATeH anti-tTG, EMA,
aHTMTena K geamuvavMpoBaHHbIM NenTuaam rmuaauHa (anti-
DPQG). [AnarHOCTMYECKM 3HAYUMbIM SIBNSETCS BbISBIEHUE
aHTUTeN Knacca IgA, o6pasyiomxcs B CIM3UCTOM 060/104Ke
KULEeYHMKa.

Mpn NnepBMYHOM CEPONOrMYecKom ob6cneaoBaHnK naum-
€HTOB C CMMMNTOMaMM LIe/IMaKUK C LeNblo CKPpUHMHIa 3a60-
NeBaHUS PEKOMeHAyeTcs onpeaeneHne cogepxaHus anti-
tTG B KpoBM (MCCnegoBaHue ypoBHS IgA B KpOBM NaumMeHTam
C NOAO3pPEeHMEM Ha uenvakuio) [1-6, 22, 23]. YpoBeHb
yb6eanTesnbHOCTU peKomeHpgauuin — C (ypoBeHb JOCTO-
BEPHOCTH JOKa3aTe/lbCTB — 5).

Anti-tTG onpegenstoT UMMYHODEPMEHTHBIMWU METOAOM.
MeToa xapaKTepu3yeTcsi BbICOKOM YYBCTBUTEbHOCTbIO
(98%), 4TO MO3BONSAET UCMONb30BaTb €ro B KayecTBe nep-
BMYHOIO CEpPOSIOrMYecKOro CKPUHWHIa C LeNblo oT6opa
CEeponoO3UTUBHbLIX MaLMEHTOB ANA AanbHeWwero nposeje-
HWUA 3HJOCKOMWYECKOro uccnegoBaHus. CneunduyHocTb
MeTo/la TaKXe BecbMa BbICOKA, OJJHAaKO MHoraa Habnoaa-
€TCsa He3HauYuTenbHOe NoBblweHne TuTpa anti-tTG y naunen-
TOB C ayTOMMMYHHbIMU M OHKOMIOTMYECKUMU 3a60NeBaHUS-
MU, NaTONIOTMEN MEYEHN U CepaedYHO-COCYANUCTON CUCTEMBI,
y AeTel C MepPCUCTUPYIOLLEN TeprneTM4ecKon HHOEKLMen,
pacnpocTpaHeHHbIM aTONMMYECKUM ePMaTUTOM, ByNINIE3HBbIM
3NUAEPMOSIM30M, YTO onpeaensieT HeobXxoAMMOCTb OLIEHKM
pe3ynbTaToB CEPOJSIOrMYECKOr0 MCCNefoBaHUS B KOHTEK-
CTe KJIMHMYECKOW cuTyaumn. M301MpoBaHHOE MOBLILLEHNE
antitTG I1gG y mauneHTa ¢ HOpManbHOM KOHUEHTpauuen
IgA B CbIBOPOTKE He sBASeTCs cneundruyecKuM MapKepom
Luennaknm 1 onpegensietr Heo6xoAMMocCTb 6onee yrnybneH-
HOro AMarHOCTUYECKOro noucKa [1-6].

Heo6xoagMmo npoBecTu uccliegoBaHne ypoBHS IgA
C LENb0 UCK/IIOYEHNUS NIOXKHOOTPULLATENbHbBIX pe3ybTaToB
CEPONOrMYEeCcKOro UccneoBaHms y NaumneHTOB C CENEKTUB-
HbIM geduuntom IgA [1-6].

BbicTpbie TeCTbI

[ns aKcnpecc-AMarHoCTMKM LEeNMakuuM B HacTosilee
Bpems pa3paboTaHbl TECT-NMOIOCKM (point of care tests; POC
tests), no3songwlme B TeyeHne 10 myuH 6€3 cneunanbHOro
nabopaTtopHoro o6opyaoBaHus OLEeHUTb ypoBeHb anti-tTG
B KanuinsipHoOM KpoBM nauueHToB. B KavecTBe cybcTpaTa
NSl onpefeneHns aHTUTeN AaHHbIA MeToA UCNoNb3yeT co6-
CTBEHHYI0 TPAHCIyTaMMUHa3y, HaxXoAsLWYCs B 3pUTpOLMTax
KpOBW. BbICTpble TeCTbl MOryT MCMNONb30BaTbCs B amby-
NaTOPHbIX YCNOBUSAX ANS CKPUHWHIOBOro WMCCNeaoBaHUs
M oT6opa MNauMeHTOB ANA AalbHenwero obcnegoBaHuUs
npv NOAO3PEHUN Ha LIeNInaKKio, a TaKKe B rpynnax pucka.

[na 0OCTUXEHUS OMTUMabHbIX PE3YyNbTaToB B KavyecTBe
MHCTPyMeHTa CKkpuHuHra POC test fomkeH MMETb BbICOKOE
oTpuLaTesibHOE NPOrHOCTUYECKOE 3HAYEHMeE, YTOObI N36eKaTb
nponycka cnyyaes. [Toka3aHo, 4To 6bICTPbIE TECTLI MOCEAHErO
noKosieHus:, onpeaensiowme cymmapHble anti-tTG knaccos IgA,
1gG, IgM, o6nagatoT BbICOKMMK YYBCTBUTENIbHOCTBIO U CNELU-
$MYHOCTbIO, CPAaBHUMbIMU C TPAAWULIMOHHBIMU METOAaMM onpe-
aenexHvsa (MMMyHodepMeHTHbIM aHanug). CuctemaTnyeckum
0630p M MeTaaHanu3 3aK/toyatoT, YTO COBOKYMHas 4yB-
CTBUTENIbHOCTb M cheundryHOCTb coBpeMeHHbIx POC tests
B AMArHOCTUKE LLENIMAKMK O4EHb BbICOKW. ITU XapaKTEPUCTUKM
no3BosiAtoT ucnonb3oBaTb POC tests B KayecTBe MHCTPYMEHTa
CKPWHWHIa LieNiMakumn, 0CO6EHHO B panloHax ¢ OrpaHUMYeHHbIM
[OCTYNOM K nabopaTopHbIM UccneaoBaHusam [22, 23].

Tem He MeHee, MOJIOKUTENbHbIM pe3ynbTaT ObiCTPbIX
TecToB cam no cebe He ABASETCA OCHOBAHWEM A5 nocTa-

HOBKMW MarHosa wau nepeBoja pebeHKa Ha 6e3rnoTeHo-
BYIO AMETY WM TpebyeT NOATBEPHKAEHMUA MYTEM BbIMOIHEHUS
CTaHJapTHOro anropuTMa AMarHoCTUKK LieSIMaKkuu.

Y nauMeHTOB C NOATBEPXAEHHbIM HU3KWM YPOBHEM
obuero IgA (B 4aCTHOCTH, NPU CENIEKTUBHOM HELOCTaTOYHO-
CTWU UMMYHOTINI06yNIMHA A) C AMArHOCTUYECKOM LIENbIO PEeKo-
MeHayeTcsa onpeaeneHne cogepxanusa anti-tTG m anti-DPG
Knacca IgG B KpoBM [2, 24].

YpoBeHb y6eanTenibHOCTH peKomeHzaymin — C (ypo-
BE€Hb [JOCTOBEPHOCTH JOKa3aTesbCTB — 5).

MccnepoBaHue Ha LIeIMAKUIO Hago NpoBOAWTb Ha doHe
ynoTtpebneHns rMoTeHa, HA B KOEM c/lydyae He nepeBoas
pe6eHKa Ha 6e3rntoTeHOBYIO AMETY A0 3aBeplueHns obene-
[I0BaHUS, TaK KaK ypOBEHb aHTUTEN 3aBUCUT OT KOIMYeCcTBa
nocTtynatouero rnoreHa. CynuTaeTcs, YTO NPU OLEHKE ypoB-
HS cneundUYecKnUx aHTUTeN pebeHOoK AOMKEH yNnoTpebnsaTb
He mMeHee 15 r rnoTeHa B CYyTKM, YTO COOTBETCTBYET MpPU-
MepPHO 3 KycKaM nueHnyHoro xneba. MNaumeHtam ¢ noao-
3pEHMEM Ha LIeSIMaK1I0 U C HEBLICOKMM ypoBHeM anti-tTG
IgA B KpoBM (MeHee 4eM 3-KpaTHoe MOBbIWEHWE OTHOCH-
TenbHOo UNL (upper normal level, BepxHasa rpaHuLLa HOpMbI)
M C HOpMasbHbIMK MOKa3aTensamu aHtTuTen K EMA B KpoBwm
peKomeHayeTcsl C LeNblo UCKIIOYEHUS NOXKHOOTpULATENb-
HbIX Pe3ynbTaTOB BbIMOAHWUTL OMNpeaeneHne coaep:KaHus
anti-tTG IgA B KpoBu Ha dOHe raTeHcodepKallen aune-
Tbl. MHTEepBan nposeaeHua wuccnepoBaHnn 1-3-6 mec.
MccnepoBaHMe HyXHO NMpoBecTM B 6ofiee paHHWE CPOKM
npu NosiBNeHUN y pebeHKa raCTpoOUHTECTUHANbHbIX CUMMTO-
MOB, TaKuMx Kak 601M B XMBOTe, TOLWHOTA, pPBOTa, AMapes,
M3MEHEeHMM NOBeAEHNA U CaMOYyBCTBUS.

YpoBeHb y6eanTenbHOCTH peKoMmeHzaymin — C (ypo-
BE€Hb [JOCTOBEPHOCTH JOKa3aTesbCTB — 5).

Mpu noBbiweHun anti-tTG B AMHaAMUKe UKW eciaun NoBbl-
weHne anti-tTG mMeHee 3 HOpPM COMPOBOXAAETCHA CUMMTO-
Mamu, NPOBOAMTCA 3HAOCKOMMYECKOE UCCeaoBaHue (330-
daroractpoayoaeHockonua (Ar4C)) ¢ sabopom 6GuonTaTtoB
CNM3KCTOM 060/I04KMN ABEHAALATUNEPCTHOM KULLIKK U TUCTO-
JIOFMYECKUM UCCeoBaHNEM.

MauneHTaMm ¢ NOAO3PEHNEM Ha LIENMAKUIO MPU HUBKKX
ypoBHsx anti-tTG knacca IgA B KpoBuM (MeHee YeM 3-KpaTHoe
nosblweHne oTHocuTebHO UNL) ¢ AMarHoCTUYECKOM Lenbio
M BO M36exaHWe HeonpaBAaHHOro npoBeaeHus Guoncum
BO3MOXHO PacCcMOTPETb onpeneneHve coaepravuns EMA
Knacca IgA B KpOBM B KayecTBe LOMNOMHUTENbHOIO CEPOoso-
rMyeckoro MapKkepa. B cnyyae nonoxuMTenbHoro pesynbraTa
pebeHKka cneayet HanpaButb Ha 3AIAC ¢ 3a6opom 6uO-
NnTaToB C/AU3UCTON 0BGONOYKM ABEHAALATUNEPCTHON KMULLKK
(6norncusa TOHKOM KMULLKKM 9HOOCKOMUYEeCKas) U T’MCTonormye-
CKUM uccnepoBaHueM. Cnenyet oTMETUTb, YTO B peasibHOM
KIMHUYECKOW MpaKTUKe onpegeneHve cogepxaHua EMA
B KPOBM MeHee [AOCTYMNHO, KpOMe TOro, K pe3ynbratam
nccnenoBaHus cnegyeTt NoaxoAuTb C OCTOPOXHOCTbIO, TaK
KaK OLleHKa ero aBnseTcs cyObeKTUBHOM U 3aBUCUT OT KBa-
nMdUKaumm crneunanncToB, YTO MOXKET NPUBECTU K TMMNOAM-
arHOCTUKe LennaKkuu.

EMA B KayecTBe cBO€Ero cyb6ctparta TaKKe UMeloT TKaHe-
BYIO TPAHCIIyTaMUHa3y, PACMNONOKEHHYIO B MEXKIETOYHOM
BeLLEeCTBe, OKPYXKaloLeM rMaaKoMblLLEeYHbIe 31eMEHTbI CO6-
cTBeHHoN nnactnHkn COTK. EMA onpenensitotcs MeToaoM
HenpsaMon uMMyHodnyopecueHunn. MeToa nonyKonuye-
CTBEHHbIW, UMEET BbICOKYIO YyBCTBUTENBHOCTb U creundmy-
HOCTb, OHAKO TpebyeT cneumanbHOro 060pyaoBaHMUS.

MauneHTam ¢ cMMNTOMaMu, XapaKTepPHbIMKU ANa Lenuna-
KWW, NPY BblIBNEHUN 3HAYMTENIbHOIO MOBbLILLIEHWUS COAEpKa-
Husa anti-tTG IgA (6onee yem B 10 pa3 npesbiwatowero UNL)
peKomMeHayeTcs onpeaeneHue coaepxanHma EMA knacca
IgA B KpOBM C AMarHOCTUYeCKoMW Lesnblo. B cnyyvae nono-



KUTENbHOIO pes3ynbrata NpPoBeAEeHUs 3HLOCKOMUYECKOro
ucenegoBaHus ¢ 6Moncuen cnu3ucTton o060104KKM ABeHan-
LaTUNEPCTHON KULWKK ANS NOATBEPKAEHUS AMarHo3a uenu-
aKun He TpebyeTtcs. B Takon cutyauum nposeaeHue IArAC
c 6uoncuven CIM3UCTOM OOONIOYKM ABEHaALaTUNEPCTHOM
KWULWKK BO3MOXKHO B MHAMBUAYaNbHOM NOPsSAKe MO cornaco-
BaHWIO Bpaya C 3aKOHHbIMWU NpeaCcTaBUTENSIMU N pebeHKOM
ctapwe 15 net [2].

YpoBeHb y6eauTenbHoCTH pekomeHgauymin — C (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

OnpepaeneHune cogeprkaHns aHTUTEN K InaguHy B KPOBHM
(HaTMBHOMY rnMaanHy — AGA) Ans AMarHOCTUKK LieIMakum
HEe peKoMeHAyeTcs C y4eTOM HM3KOW YyBCTBUTENbHOCTHU
N cneumMPuUYHOCTU 3TUX TecToB. [TokasaHo, 4To AGA moryT
onpeaensitTbCs y NauMeHToB € BOcnaluTenbHbiMK 3abone-
BaHUSAMW KULLIEYHMKA, Pa3/IM4HbIMX BapuaHTaMu MULLEBOK
annepruv 1 aaxe y 4actu 30poBbIx Ntoaew [1-6].

YpoBeHb y6eauTenbHocTH peKomeHgauymin — C (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

bonee cneunMdnyHbIM MapKepoM LEMaKMKM Mo cpas-
HeHuto ¢ AGA moryT BbicTynatb anti-DPG, KoTopble no 4yB-
CTBUTENBHOCTU M cneundUnyHoCTH He npeBocxoaaT anti-tTG
n EMA. Anti-DPG (IgG) MOryT 4ONONHUTb LLEHHOCTb CEPOSo-
rMYECKOM AMarHoCTUKKM, OCOBEHHO y AeTen Mnajwe 2 ferT,
B cinydae geduuuta obuero IgA n npu oTpuuaTeslbHOM
pesynbrate TecTa Ha anti-tTG (IgA) [2-6].

Y nauueHToB ¢ UMMYHOAEODULMTHLIMU COCTOSHUSMM
LefIMaKnsl MOXKeT NpoTeKaTb 6€3 NOBbILEHMS YPOBHS CneLum-
duyecKknx aHTUTEN, B TOM yYucne Knacca IgG. Mpw BbInon-
HEHWW COOTBETCTBYIOLWEr0 AMArHOCTMYECKOro anroputMma,
TWaTeNbHOM aHaNM3e KAWHUYECKUX AaHHbIX, Pe3ynbratoB
MOPdONOrM4EeCKON U FEHETUYECKOW [AMArHOCTUKU MOXKET
OblTb BbICTaBfIEH AMArHO3 CEPOHEraTUBHOM LieMakum [25,
26]. B atom cnyyae mopdonornyeckoe uccnegoBaHune 61o-
nTaToB M reHeTUYecKoe uccnegoBaHMe NpoBoasATca 06a3a-
TenbHo! Ecnn atpoduma COTK o6GHapyxeHa, a DQ2/DQ8 —
HeT, Heo6X0AMMO NPOLOMKMTL AMArHOCTUYECKMI MOUCK
AN YCTAHOBMIEHUS APYroM NPUYKUHBI HTEpONnaTHu.

UHCTpyMeHTaNbHble

AWArHoCTUYECKMUE UccnepoBaHusa

330¢aroracTtpogyogeHockonus

«30/10TbIM CTaHAapToM» B [AWArHOCTUKE LEeNMaKuu
y neten ponroe Bpemsi cuuTtanacb IAIAC ¢ npoBeaeHnem
6uoncuu ABeHaaLaTUNepCcTHOM KULLIKKM U NaTonoroaHaToMu-
YECKUM (TMCTONOrMYEeCcKnM) uccnegoBaHnemM GUOMCUMHOTO
Martepuana.

3anoao3puTb LienrMakuio npu nposeaeHun IIAC Mox-
HO Ha OCHOBAHMK TaKMX MAKPOCKOMWYECKUX MPU3HAKOB,
KaK ynnolleHne UanM MCHEe3HOBEHME LIMPKYISPHbIX CKNaaoK
CNU3UCTOM 060NI0YKM ABEHAALATUMEPCTHON KULLKKU, MOSAB-

HopmanbHasi cTpyKkTypa
CNM3UCTOM 060N0YKMU

Mcye3HoBeHME LMPKYNAPHbIX
CKNlaloK CAU3nUCTom
060/104KHM

Puc. 3. SHOOCKOMMYECKMe NpU3HaKK Liennaknm
Fig. 3. Endoscopic signs of celiac disease

MonepeyHas
MCYEPYEHHOCTb CKNAA0K
CIM3UCTON 060104KHN

NIeHne nonepevyHon MCYEePYEHHOCTU CKAALOK, SYEeUCTOro
PUCYHKa MM MUKPOHOAYNSAPHOM CTPYKTYPbI CIM3UCTON 060-
NOoYKK [27] (puc. 3). Mpu 3TOM BaXXHO Y4YMTbIBATb, YTO 3TU
NPU3HaKKN MOTyT HabNoAATbCSA U NPU APYTrnX 3ab60NeBaHUAX.

OaHaKo MaKpOCKOoMMYecKass KapTuHa CAUM3WCToOM 060-
JIOYKM ABEHAALATUNEPCTHOM KULLKU MOXKET OCTaBaTbCs HOP-
ManbHOM y 43% peTert C LenMakuen, Y4TO He Mo3BOonseT
MCMnonb30BaTb 3HJOCKOMNUMYECKOE UCCiejOBaHNE B KayecTBe
OCHOBHOIMO [MarHocTMyeckoro metoaa. lNoBbICUTb AuarHo-
CTMYECKYIO LLIEHHOCTb 3HAOCKOMWUM Y NaLMEHTOB C LieIMaKnen
CTano BO3MOXHbIM C MUCMO/b30BAaHWEM COBPEMEHHbIX 3HAO-
CKOMUYECKMX TEXHOSIOTUI, MMEIOLLIMX BbICOKYIO paspeluato-
Lyto cnocobHocTb (NBI, zoom, UMMepCHoHHas TeXHKKa).

JHAocKonMyecKas Guoncus ABeHaaLaTUNnepCcTHON KuLl-
KW € nocneayowmnmM natonoroaHaTtoMMYecKknm (rmcrtonoruye-
CKMM) UccnefoBaHWEM B COBOKYMHOCTM C CEPOJSIOrMYECKUMU
METO[laMN AMarHOCTUKK ABNSETC 06A3aTenbHOM Ans noa-
TBEPXKAEHUS AMarHo3a Lennakus. 3a6op 40CTaToO4YHOro Kou-
yecTBa 6MONTaToOB B MpOLIECCE 3HAOCKOMWYECKOro ucce-
[OBaHUsA Heo6X0aAMM ANsi Ka4eCTBEHHOM MOPGdOI0rnyecKomn
[IMArHOCTMKK LieNTMaKnu B CBA3K C TEM, HYTO Npu 3ab6oneBaHnm
MOXeT HabnogaTbes ovaroBas atpodus COTK, B nogo6HOM
cllydyae eOuHCTBEHHbIM 6uonTaT, B3ATbIM M3 ABeHaAuaTH-
NEePCTHOM KULIKK, MOXKET HE BbIIBUTb HaNM4YMs XapaKTepPHbIX
NS LLeTMaKnn TMCToNorM4ecKkmx naMeHeHun [28, 29.

C y4eTOM MMEIOLLMXCH AaHHbIX O BO3MOXHOCTU U30MPO-
BaHHOM aTpodPuK CAU3UCTON 0BO0JIOYKM JIYKOBULIbI ABEHAA-
LaTUNEePCTHOM KULLKK Yy NALMEHTOB C Lenvakuen 3abop 610-
nTata M3 3TOM 30HbI ABNSETCH Heo6XoaAMMbIM B npouecce
3HAOCKOMMYECKOr0 MccneaoBaHus. Y4uTbiBas 04aroBOCTb
aTtpodUYECKUX UBMEHEHUI, cnefyeT 6paTb He MeHee 4 6uo-
NnTaToB M3 AWCTaNbHOM YacTU ABEHaAUATUNEPCTHOM KULLKK
n 1-2 6uonTtaTta M3 NyKOBULbl ABEHAALATUNEPCTHON KULL-
Ku. B3aTne 6uontata M3 NYKOBMLbI ABEHAALATUNEPCTHON
KULIKX NO3BOJIAET AMArHOCTMPOBATh Lennakuio y 9,3-13%
60NbHbIX, Y KOTOPbIX B AMCTaNbHOW 4YacTu [ABeHajuaTu-
NEePCTHOM KUILIKW XapaKTepHble F'MCTON0rMYecKkMe MameHe-
HUS oTcyTcTBYytOT [1-6, 30, 31].

CornacHo pAaHHbIM MWCCNefoBaHWW, NPU OTCYTCTBUM
BO3MOXHOCTW MPOBEAEHUS aHecTe3uu, W/unu yaoBneT-
BOpPUTENBHOM KayecTBe 6uonTtaTa, U/Mn UCMOoNb30BaHUK
MWKPOCKOMWW BbICOKOIO pa3pelleHns paccmaTtpuBaeTcs
npoBefeHne 6UONCHMK N3 MEHbLLENO KOJIMYeCcTBa ToYekK (2—4)
C nocnenyolmMm KOHTPONbHBIM UCCiefqoBaHWEM Npu HeOb6-
xoaumocTu. Cneayet xoTs Obl OAMH M3 GuonTaTtoB 6GpaTb
M3 NYKOBULbl ABEHAALLATUNEPCTHOM KULLKMU.

MaTtomopgosornyecKoe (rucTosioru4yecKoe)

uccnepoBaHue

Komnnekc mopdonornieckmux nameHenmn COTK, cBoi-
CTBEHHbIX LleNnaKum, BKoYaeT B cebs yBenYeHne Konnye-

A4encTbln PUCYHOK MwuKpoHoaynspHas
CNIU3UCTON 060104KHN CTPYKTYpa CAU3nUCTom
060/104KHM
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CLINICAL RECOMMENDATIONS

KJUWHUYECKUE PEKOMEHAALUU

Marsh 1
MHOUNBTPATUBHbIN

Marsh 2
runepnaacTuyecKun

Marsh 3
[EeCTPYKTUBHbIN

Puc. 4. Tunbl NOBpEXAEHUSA CAM3UCTON 060104KKN Mo Knaccudbukaumm M.N. Marsh [32]
Fig. 4. Types of mucosal damage according to the M.N. Marsh classification [32]

ctBa M3J1, pa3nnyHyto cteneHb atpodun BOPCUHOK U runep-
naasunio Kpunr.

Ans naToMopdON0orM4ecKon ANMarHOCTUKKU UCMONb3YeT-
cs Knaccubukauusa ctagum aHteponatun no M.N. Marsh
(1992) [32], B COOTBETCTBMM C KOTOPOW BbigensioT 3 Tuna
nospexaeHnn COTK: 1-# tun (Marsh 1) — uHbuneTpaTmUB-
HblK, 2-M TMn (Marsh 2) — runepnnacTMY4ecKMin u 3-1 Tun
(Marsh 3) — pecTpyKTUBHbIN, UK aTPodUYECKUI (pUc. 4).

G. Oberhuber npeanoxun moanduKkaumio Knaccuduka-
umMm M.N. Marsh, ykaszaB Ha HeO6X0AMMOCTb OnpeaeneHus

Konnyectsa M3J1 B nepecyeTte Ha 100 anuTenmanbHbIX Kie-
TOK, a TaKkXe BblaeneHus 3 cteneHen (A, B, C) aTpodpuyeckux
M3MEeHEeHU BOPCUHOK [33].

Yawe Bcero ang natomMopdONOrM4ecKkon AuMarHocTu-
K/ B HacTosillee BpeMs MUcrnonb3dyeTcd Knaccubukauums
Marsh — Oberhuber, KoTopasi BK/lOYaeT B cebs crneayoumne
Tunbl nospexaennn COTK (puc. 5).

Hapsagy c¢ knaccudwmkaumen Marsh — Oberhuber
LA TMCTONOMMYECKON OLLEHKW 3HTeponaTtuM MOryT ObiTb
ncnonb3oBaHbl Knaccudukaumm Corazza — Villanacci [34],

Crtaaust Marsh O — Hopma

XapaKTepucTUKa: HopMasbHas BbicOTa BOPCUHOK, HEMyGOKME KPUMThbI, COOTHOLLIEHWE
BOPCUHKa/KpunTa 3—4 K 1, He6onbluoe Ynucno M3IJ1 (He 6onee 25% OT KofiMYecTBa IHTEPOLMTOB)

Cragusa Marsh 1 (mHdunsTpaTUBHAS)

XapaKTepucTUKa: HopmalbHas BbICOTa BOPCUHOK, HEMTYGOKWE KPUMThI, COOTHOLEHUE
BOpCHHKa/KpunTa 3—4 K 1, konuyectBo M3J1 yBenuueHo (6onee 25% 0T KOIMYECTBA IHTEPOLUTOB).
MoacyeT yucna M3J1 ynpolyaeTcs npu NpoBeaeHU UMMYHOTUCTOXMMUYECKOTO UCCNEAOBAHUS Ha
CD3* numdoumnThl (cM. Ha puc. — CD3* M3J1 oKpalieHbl KOPUYHEBLIM LiBETOM)

3HTEPOLMTOB)

Cragusa Marsh 2 (runepnnactuyeckas)
XapaKTepucTuKa: HopmasibHas BbiCOTa BOPCUHOK, YIy6GaeHUe KPUNT, CHUXKEHWE COOTHOLLIEHUS
BOPCUHKa/KpunTa (2 : 1 n meHee), Konndectso M3J1 yBennyeHo (6onee 25% oT KosiMyecTsa

3HTEpPOLMUTOB)

Ctagusa Marsh 3A (aecTpyKTUBHas, 4acTU4Has atpodurs BOPCUHOK)
XapaKTepucT1Ka: BbiICOTa BOPCUHOK CHUMXKEHA, Yry6/ieHne KPUNT, CHUXEHNE COOTHOLIEHNS
BOpPCUHKa/KpunTa (1 : 1 n meHee), Konnyectso M3J1 yBenuyeHo (6onee 25% oT KonuyecTsa

Ctagunsa Marsh 3B (aectpyKTuBHas, cy6ToTanbHas atpodus BOPCUHOK)
XapaKTepucT1Ka: BbiICOTa BOPCUHOK PE3KO CHUXEHA, KpUNTbl INYyGOKUE, CHUMKEHWE COOTHOLWEHHUS
BOpPCUHKa/KpunTa (0,8 : 1 1 meHee), KonnyecTso MIJ1 3HaYUTENBHO YBENNYEHO

mucosa”)

3Ha4YNUTENIbHO YBEJIMYEHO

Ctagusa Marsh 3C (gecTpykTvBHas, ToTasbHas aTpodusa BOPCUHOK («nnockas cnusuctas» — “flat

XapaKTepucTnKa: BOPCUHKMU NMOJIHOCTbIO OTCYTCTBYIOT, KpUNThI rNy60KuKe, Konuyectso M3J1

Puc. 5. lNaTtonoroaHatommyeckas knaccubukauns Lennakum no Marsh — Oberhuber (agantuposaHo 13 [33])

lMpumeyarnne. MIAJT — mexanutenuanbHble TMMPOLUTDI.

Fig. 5. Pathological and anatomical classification of celiac disease according to Marsh — Oberhuber (adapted from [33])

Note. IELs (M3J1) — intraepithelial lymphocyte.



NPy NPUMEHEHMUN KOTOPbIX PEXKE BCTPEYAIOTCA PACXOKAEHUS
MeXay cneunanuctamu (Bpadamu-naTonoroaHatomamum).

[ns natonoroaHatommMyeckon (Mopdonornyeckomn) aua-
FHOCTUKM LeNIMaknun peKoMeHayeTcs UCNonb3oBaTb Chneay-
olme KntoveBble NaTooroaHaTOMMYECKMe KPUTEPUU: COOT-
HOLLEHWEe BbICOTbl BOPCUH U MYyBUHbI KpUNT < 2 : 1 1u/unm
KonnyectBo M3J1 6onee 25 Ha 100 3HTEPOLMTOB — C LIESbIO
BepudUnKauuun anarHosa. B Hopme B cimsnctor o60s104Ke
ABeHaaLaTMNepPCTHON KMLWKKU COOTHOLIEHWE BbICOTbl BOPCUH
K rny6buHe Kpunt 6onee 3: 1, a Konnyectso M3JT — go 10 Ha
100 3HTEPOLMTOB; B COOCTBEHHOMN MNACTUHKE MOXET ObiTb
cnaboBblparkeHHasi MOHOHYKeapHas MHGUNbLTpauns (M-
doumnTbl, NNasMaTU4eCKNe KNETKU, TMCTUOLMUTLI, TY4Hble
KNETKN U 303UHOPUNBI (40 5 B none 3peHns npu 60/blom
yBE/INYEHUN)). YpoBeHb y6eAUTEeNbHOCTU pPeKOoMeHaa-
ymii — C (ypoBeHb JOCTOBEPHOCTH [JOKa3aTesbCTB — 5).

O6beKTMBHAsA OUEHKa COOTHOLWEHMUS BbICOTbl BOPCUH
W ryOGWHbI KPUNT BO3MOXKHA TOMbKO NPWU NPaBUbHON Opu-
eHTauun 6uontata (MHbopmMaLnsa 06 OpMeHTaLUUu AOoKHa
cofepxaTbCs B MMCTONOMMYECKOM NpPoTOoKone). MNpu Kocom
W TaHreHuManbHoOM cpes3ax, a TaKKe npu «3arnbée» BOPCUH
MOXKET CO3aTbCs NOXHOE BNeyaTneHme o Hanniunm atpodum
B HOpPMaJlbHOM CNM3UCTOM 060M04Ke. HE06XOAMMO YUYUTbI-
BaTb, YTO B HOPME BbICOT@ BOPCUH MeHbLUe Hag numdona-
HbIMW GONMKynamu U 6PYHHEPOBbLIMU ene3aMu, KoTopble
pacnonaratTcs B COOGCTBEHHOW MNNacTUHKe ABeHajuaTu-
NEePCTHOM KULIKK (OCOBEHHO B NyKoBuULE). B cBA3M € aTum
He cneayeT oLeHMBaTb COOTHOLLIEHWE BbICOTbl BOPCUH U y-
OMHbI KPUNT, PACNONOXKEHHbIX Ha4 TMMPONAHbIMU GONUKY-
nlamMmun U 6pyHHEPOBbLIMK Kenesamu [35-38].

ATpodus CIM3UCTOM 0O0N0YKM ABEHaLATUNEPCTHOM
KuwKkn (Marsh 3) He gBNsieTcs NATOrHOMOHWYHBLIM MPU-
3HAKOM LieIMaKMn 1 MOXKET UMETb MECTO Mpu psiae Apyrux
3a60/1eBaHMIN: NMOCTIHTEPUTHOM CUHAPOME; ayTOUMMYHHOWM
3HTEpONaTUM; UMMYHOAEDULIUTHBIX COCTOSHMAX (BKJOYas
CNUAO-3HTeponaTuto, ob6lmi BaprabenbHbii UMMYyHOAEedU-
LMT); TPOMMYECKOW cnpy; pagvaunoHHOM 3HTepwuTe; yno-
TpebneHnn HEKOTOPLIX MeAMKAMEHTOB (oMecapTaH); N9Mm-
6nuno3ze; 60nesHn KpoHa, 303MHODUABHOM racTPOIHTEPUTE;
M36bITOYHOM GaKTEPMaNbHOM POCTE TOHKOM KWLIKW; CWH-
apome 3onauHrepa — JMUCOHA; peakuuu «TpaHcnnaHTat
NPOTUB X035MHa»; ronogaHuun; 601e3HM Yrnnna; KMwevyHom
Ty6epKynese; y AeTein paHHero Bo3pacta — Npu aHTepona-
TUK, BbI3BAHHOW annepruen K 6enKam KOpoBbero Mosioka
N COM; IHTEPOKONNTE, MHAYLIMPOBAHHOM MULLEBLIMUK BenKa-
mu (FPIES) [39].

YBenuyenue yncna M3J1 aBaseTcs cambiM paHHUM FMCTO-
NIOrMYECKNUM MapKepom Liennakuu. Mopdonornieckune name-
HEHMS CAM3UCTOM O0BO0N0YKM ABEHAALATUMNEPCTHON KULWKK
HayuHatTca ¢ MHOUNbTPaumm anutenua M3J1, B pesynbrate
4yero NPoOUCXoauT rnbenb aHTEPoUUTOB. B HavanbHoOW cTa-
amm (Marsh 1 v 2) yTpaTa 3HTEPOLMTOB KOMMEHcHpyeTcs
runepnnasunen KpUnT (rae NosBASITCH HOBblE IHTEPOLMTHI),
HO B Mpouecce nporpeccupoBaHuns 3aboneBaHus (Korga
penapaunoHHbIM NOTEHLMan KPUNT ucyepnaH) NPpOUCXOanNT
ykopoyeHue BopcuH (Marsh 3A, 3B, 3C). B pesynbraTe
MHOrOLLEHTPOBOro UcCcnefoBaHus ¢ ucnonb3osaHnem ROC-
aHanu3a KonuyectBa MJJ1 B 6o0nee yem 400 6GuonTaTax
CNIM3UCTOM O6ONOYKN ABEHA[LATUNEPCTHOW KULWKKW Oblfio
YCT@HOBNEHO, YTO AMarHOCTMYECKM 3HAYMMbIM SBNSETCH
KonmyectBo M3J1 > 25 Ha 100 aHTepouUMUTOB.

Mcnonb3oBaHne WMMYHOrMCTOXMMUYECKUX METOAO0B
(aHTTEna kK CD3/CD8) ¢ uenbto noacyeTa Konmvyectsa MIJ
He aBnsieTca 0693aTesbHbIM, HO MOXET 6bITb MONE3HO B Cle-
OYIOLWKX cnyYasx:

1) y nauueHTa ¢ BbICOKMM ypoBHeM anti-tTG ructonoru-
YyecKasa KapTuHa cooTBeTcTByeT Marsh O;

2) MMeeT MecTo norpaHuyHoe Konmyectso M3Jl;

3) ecTb Nofao3peHuMe Ha Hanuuve numdbonponudepa-
TUBHOrO 3a60/1eBaHMs UAN Ha KpalHe peaKo BCTpeyatoLLly-
loca y geten pedpakTepHyto Lenvakuio 1-ro uam 2-ro tuna.

N3onnpoBaHHoe yBenuvyeHune konudectsa M3IJT moxeTt
oTMeYaTbCs NPU PasInYHbIX NATONOMMYECKMX COCTOSHUSAX,
B YaCTHOCTM MpPU BUPYCHbIX, 6aKTepuanbHbIX U FPUOKOBbIX
KULWEYHbIX MHDeKUUAX, Nambanose, nHbdekumn Helicobacter
pylori, ayTOUMMyHHOM 3HTepuTe, 60ne3Hn KpoHa, Tponu-
yeckou cnpy, obwem BapuabenbHOM MMMyHoaedbuuUTe,
nMMmdome v ap., NpMeme HeKOTopbIX Npenapatos (HecTepo-
WaHble NPOTUBOBOCMANUTENbHbIE U MPOTUBOPEBMATUYECKME
npenapartbl, 0IMecapTaH MeLOKCOMMI, TOPMOHasbHbIE KOH-
TpauenTuBbl AN CUCTEMHOIO NPUMEHEHUS 1 Ap.).

[ns AMarHOCTUKM LLeNMaKknm HeO6X0AMMO MEXANCLUNAN-
HapHoe B3aumogencTeue. [1na npaBuibHON MHTEpNpeTaumm
naTtonoroaHaTOMMYECKOM (TMCTONOrMYECKOMN) KapTUHbI Bpay-
naTtonoroaHaTom JOSIKEH pacnonaraTb aHaMHECTUYECKUMMU,
KNMHUYECKMUMU, IHAOCKONMUYECKUMU M NaBOPaTOPHbLIMKU AaH-
HbiMK [35-39].

HanpaBnenve 6uontata Ha natoforoaHaTomMuyecKkoe
ncenefoBaHWe AOMKHO BKAKYATb CNefyoLyo MHGopMaLmio:
° MecTa B3ATWS U KOJIMYECTBO GMONTATOB;

° TOYHOE Bpems puKcauumn 6uonTtatos;

° gBnseTca nM 6UONCUS AMArHOCTUYECKOW, MK Uccnepo-
BaHWe MNPOBOAMTCH C LENbl0 AMHAMWMYECKOro Habito-
LeHUs (HanpuMep, nocne Ha3HayeHus 6e3rnoTeHOBON
aneTbl);

° npoBoAMnacb M OpuUeHTaLns 6MONTaToB B IHLOCKOMM-
YeCKOM KabuHeTe;

® KpaTKue JaHHble aHamHe3a (BKA4Yas WHbopmaLumio
0 TOM, HaxoAmACs NM NauUMEHT Ha rTeHcohepKallen
Wnu 6e3rnTeHOBON AneTe);

® KpaTKWe KIMHWYECKME [aHHble, BKAOYas pesynbratbl
CEepoNorMyecKoro uccnegoBaHus;

° BOMPOCHI NaTon0roaHaToMy.

[ns npaBWIbHOWM MHTEpPNpPETaLMKN JaHHbIX NaTonoroaHa-
TOMMYECKOro 3aK/04EHUS U MOCTAHOBKU OKOHYaTeNbHOro
AMarHo3a rMcToNOrMYECKU NPOTOKON AO/MKEH cofepaTb
cneaytouyio nHdopmawmio:

° naTtonoroaHaToMM4yecKoe OnucaHue AO0MKHO 6biTb cae-
NaHo OTAeNbHO Ans 6uonTaToB M3 AWCTaNbHOM 4HacTu
W NYKOBWLbl ABEHAALATUMEPCTHON KULLKK;

° OpueHTauusa 6uonTaTos;

* ¢dopMa 1 BbICOTa BOPCUH;

® COOTHOLWEHMWE BbICOTbl BOPCUH WU FYGUHbBI KPUMT;

* KonunyectBo M3J1 Ha 100 3HTEPOLMTOB;

® T[UCTONOrMYecKas oLeHKa no Knaccudukauum Marsh —
Oberhuber nnu ap.;

° 3aK/o4veHune, cogepxallee BblBoAbl O Hanbonee Bepo-
ATHOM AMArHO3€e WK CNeKTpe AMarHo30B, U, NP Heoo6-
XOAUMOCTH, PEKOMEHZALMK NPOBEAEHNS LONONHUTENb-
HbIX UCCNeaoBaHuUN.

B Tom cnyyae, ecnn nocne nNpoBefeHUst TMCTOoNormye-
CKOro uccnefoBaHWs AMarHo3 ocTaeTcs HesICHbIM, Leneco-
o6pasHa opraHuM3aumns MeXANCUUNIMHAPHOIo 06CYKAEHUS
npyv y4yacTuM Bpaya-racTpoldHTEpPOsOra M Bpadva-natonoro-
aHaToMa.

BbisiBneHne npu cBETOBOM MUKPOCKOMUKU NMOBbLILLEHHOIO
Konmyectsa M3J1u ctagus 1 no Marsh — Oberhuber He moryT
CNYXWUTb OCHOBaHWEM ANs AUArHOCTUKK LeNMakum u tpedy-
0T MPOBEAEHNS AOMONHUTENbHbIX UCCNEefOBaHUN, pe3yib-
TaTbl KOTOPbIX [JO/MKHbI pacLeHnBaTbCs B COBOKYMHOCTU
C KJIMHMYECKON KapTUHON 3a60neBaHus, JaHHbIMU CEPOIIO-
TMYECKUX TECTOB U, NPU HEOBX0AMMOCTHU, HLA-TUNUpOBaHKUS.

YpoBeHb yoeauTenbHocTn peKomeHgaumin — C (ypo-
BEeHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

He pekomeHayeTcs AeTAM C NOAO3PEHNEM Ha LIESIMaKUIO
npv yposHe anti-tTG B Kposu Knacca A (IgA) B8 10 u 6onee
pa3 Bbiwe UNL npu noctaHoBKe AuarHo3a PYTMHHO Mpo-
BOAUTb 3HAOCKOMNUYecKoe nccneaosanue (Ar4C). Ans noa-
TBEPXAEHMS AnarHo3a TakMM nauneHTam JocTato4yHo o6Ha-
py>eHUs NoBbiWeHHOro ypoBHs EMA knacca A (IgA) [1, 2].

YpoBeHb y6eagnTenbHOCTH peKomeHzaymn — C (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

[OnarHo3 B fanbHenlweM NOATBEPKAAETCH CHUKEHUEM
YPOBHS @HTUTEN U KIMHUYECKUM OTBETOM Ha 6e3rnioTeHo-
BYIO AMETY.

MauneHTaM C CUNbHBIM MOAO3PEHMEM Ha LEeNUaKuio,
HO C HOPMaslbHOW KOHLEHTpaumMen cneundryeckmux aHTuTen
B CbIBOPOTKE C Liefiblo YCTAaHOBEHMS AMarHo3a peKoMeHAY-
eTca BbinonHeHne AIC ¢ 3a6opoM GMONTATOB CNM3UCTOM
060/104KM ABEHAALLATUNEPCTHON KULWKK U TMCTONOMMYECKUM
nuccnegoBaHMeM GMOMNCUMMHOIO MaTepuana v onpeaeneHne
DQ2/DQ8 [1, 2, 25, 26].

YpoBeHb y6eagnTenbHOCTH peKomeHzaymn — C (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

PeKkomeHayeTcs npoBeAeHne 3HAOCKOMMYECKOro Uccne-
[oBaHuWs C 3abopoM 6MONTaTtoB CAU3UCTOM OO6OJOYKHK
ABEHaALATUNEPCTHON KUWKKU U TUMCTONOMMYECKUM MCche-
foBaHMeM OGMOMCUMHOrO MaTtepuana Ans NoATBEpPXKAEHUS
AvarHosa y 6eCCMMNTOMHbIX MauMeHTOB C MOLO3PEHMEM
Ha LLeNMaKu1Io, HO CEPONO3UTUBHBIX B HU3KKX TUTPax (MeHee
yem 3-KpaTHoe noBbllleHWe oTHocuTenbHo UNL) nocne
NOBTOPHOTO (cnycTs 3—6 Mec) CepoNorMyecKoro TecTupoBa-
HUS Ha GOoHe rnTeHcoaepalen aneTbl [2].

YpoBeHb y6eagnTeibHOCTH peKomeHzaymn — C (ypo-
BEeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

B nocnegHve rogbl Noaxodbl K NPOBEAEHWUI0 GMOMCUK
ABEHaAUATUNEPCTHON KULWKKM Yy 6ECCUMMNTOMHbIX MauneH-
TOB C MNONOXWUTENbHbIM TUTPOM anti-tTG M oTcyTCTBMEM
CUMMNTOMOB LefIMaknu npetepnenn HeKoTopble UBMEHEHMUS.
Bo nsbexaHue HeHyXHOM GUONCKUK y NaLnMeHTOB, UMEIOLLUX
HU3KKI ypoBeHb (TO ecTb MeHee 3 UNL) cneumduyeckunx
anti-tTG, pekomeHayeTcs npoBecTu wuccnegoBaHue EMA.
Mpun nonoxutenbHOM peaynbrate pebeHKa cnegyeTt Hanpa-
BMTb Ha 3HAOCKoNu4yecKoe uccnepaoBaHue (ArAC) ¢ 6uon-
cuen n HLA-DQ2/DQ8. Ecnn konuyectBo EMA He npeBbl-
WaeT HOPMbl, PEKOMEHYeTCS NOBTOPHOE CEPOsIorMyecKkoe
TeCTUpOBaHME Ha [MoTeEHCoAepKallen auvete (> 15 mr/c)
C nHTepBanom B 1-3-6 mec [4, 6].

MNMocnegHwe nccnegoBaHnsa NOKa3bIBaloT, YTO OTKA3 OT MPo-
BeAeHUs 6GMONCUK ABEHAALATUNEPCTHON KULWKKU NPWU AnarHo-
CTUKE LENnaknm MOXKET NMPUMEHATbCS M Y 6ECCUMMNTOMHbIX
[lIeTel ¢ BbICOKMM ypoBHEM crneuunduyeckux anti-tTG. B uenom
y 6€CCUMMNTOMHbIX MNAaLMEHTOB BO3MOXHOCTU AMArHOCTUPOBa-
HMS Lennaknm 6e3 6GUMOoNCUMn aHanorMYHbl TaKOBbIM Y NMaLneH-
TOB C KJIMHUYECKMMM CUMMTOMamMK 3aboneBaHus [2].

BbisiBneHne npu rucTonorMyeckoM uccnegoBaHnm TMNoB
nospexaeHns 3A-C aBnsgeTcsd A4OCTAaTO4YHbIM OCHOBAHWEM
4N OWAarHOCTUKM LUeNMaknm y Cepono3UTUBHBIX MaLMeH-
TOB — Aa)Ke Npu OTCYTCTBUMU Yy HUX KIMHUYECKUX NposiBe-
HUM 3ab6osieBaHNS.

PekomeHayetca npoBeneHne IMAC ¢ 3abopom 6uoO-
NTaToOB C/AM3UCTON 060NI0YKM ABEHAALATUNEPCTHON KMLIKK
M TUCTONOrMYECKUM UCCNefoBaHUEM ANS MOATBEPKAEHMSA
AVarHo3sa Lenakumn naumeHTam ¢ NoSBMBLUMMUCS KIIMHUYe-
CKMMM NPU3HaKamMu Lennakum n/mnm nosbiwerHnem anti-tTG
cnycTa 3—6 Mec OT Havyana BBeAEeHUS MMI0TEHCOoAepKaLlen
[IMeTbl / Harpy3ku rnoteHom [2, 40]. Cuntaetcs, 4To 3—6 mec
Harpy3Kku rnioTeHoM LOCTAaTOYHO A9 MHAYKLMM U3MEHEHUI
B TOLLEN KULLKE, XapaKTepHbIX NS Lenvakuun. UcknoveHune
YK€ roTeHa U3 paumoHa, HanpoTUB, MOXET NPUBECTHM K BOC-
CT@HOBJ/IEHUIO HOPMANbHOM CTPYKTYPbl CIAM3UCTON 060/104-

KM, 4TO caenaeT Mmopdonormyeckoe NOATBEPKAEHNE Lienna-
KWW 3aTPyAHUTENbHBIM, @ UHOT4a U HEBO3MOXHbIM.

YpoBeHb y6eanTenbHOCTH peKoMmeHzaymin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/IbcTB — 5).

He pexkomeHayeTcsi pyTMHHOE NpoBeAeHWe MOBTOPHO-
ro 3HAOCKOMUYECKOro MccnegoBaHus ¢ GUOMNCUEN CNU3u-
CTOM 060M04YKM ABEHaALAaTUNEePCTHOM KULLKKM nauueHTam
C AMArHOCTUMPOBAHHOM Lennaknen, Haxogdawmnmes Ha 6es-
rMIOTEHOBOW AMeTe — uccnefoBaHMe MOXKeT NPOBOAMTLCS
B CNy4ae KIMHMYECKOM HEOBXOAMMOCTH, Hanpumep Npu Bos-
HUKHOBEHWW COMHEHMI B NPaBWbHOCTU YCTAHOBKM AMarHo-
3a MW NpW NOSIBAEHUM HOBbLIX CUMNTOMOB, HYXAAloWNXCH
B OMNOJIHUTENbHOW AnMarHocTuke [3-6, 40].

YpoBeHb y6eanTenbHOCTH peKoMmeHzaymin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/sIbcTB — 5).

UHble gnarHocTuyecKue uccnefoBaHus

FeHeTn4yecKas AuarHocTMKa

MoneKynsipHO-reHeTU4ecKoe uccnegoBaHue npegnona-
raeT BbIIBIEHME Y NalMeHTa XapaKTepHblx annenen HLA-
DQ2/DQ8 (tabn. 5).

OTpuuaTtenbHble pe3dynbTaTbl FrEHETUHECKOro TMNMPOBa-
HWSI UMEIOT BbICOKYIO MPOrHOCTUYECKYIO LEHHOCTb, NO3BO-
N99 UCKNYUTL Lennakuio. Mpu 3TOM CTOUT OTMETUTD,
4YTO AN KOPPEKTHOM MHTEpNpeTauun pes3ynbTatoB reHeTu-
4YeCKOro uccnegoBaHns HeO6X0AMMO MOMHWTb O MOTEHLM-
anbHOW PONU peaknx KomMbuHauui annenemn (K KOTopbiM,
Hanpumep, oTHocutes retepoammep HLA-DQ7, koanpyemblii
annenamm DQA1*0501 / DQB1*0301), KOTOpble TaKkKe
MOryT OMpeaensiTb PUCK pa3BuTUA 3aboneBaHus y psaa
nauveHToB [1, 2, 4-6, 41, 42].

HeobxoaMmo OTMEeTUTb, 4TOo dopMUpoBaHmne deHoTuna
LeNnMaknun, B TOM YWUCNie OCNOXKHEHWH M OTBeTa Ha Tepa-
nunio, 3aBUCUT OT BIIMSAHUA KaK reHoB cemenctBa HLA, Tak
n He-HLA-3aBUCUMBbIX TEHETUYECKUX BapuaHToB. B uccne-
[OBaHUAX POCCUMCKMX YYEHbIX NOKalaHa BOB/IEYEHHOCTb
B naToreHe3 ayTOMMMYHHOI0 BOCNaneHus psga reHoB LMTo-
KWHOB. lonumopdHble BapuaHTbl reHoB cemewnctBa IL-1
(TDT = 5,823; p = 0,016), IL-4 (TDT = 12,000; p = 0,001),
reH IL4RA (OR = 7,42, p = 0,006) accounnpoBaHbl C Lienuna-
Kuen. YcTaHoBneHa accoumnaumns annensa G nonnmopodumama
rs2243291 reHa IL4 (TDT = 12,00; p = 0,001) ¢ TMNUYHOM
dopmon 3aboneBaHns, 3agepPKKon GU3NYECKOro pa3BUTUSA
(TDT = 8,491; p = 0,004), cHmxeHnem MIMKT (TDT = 12,023;
p = 0,001). O6HapyeHa cBaA3b reHa IL1IRN cO CHUXEHHEM
MMKT (TDT = 4,225; p = 0,040), a IL1B — c 3aaepxKown
dusnyeckoro passutug (TDT = 3,841; p = 0,050) [43].
OAHaKOo 3TU reHbl MMET BTOPOCTENEHHOE 3HAYeHME M NPO-
ABNAT cebs nuwb B codveTaHun ¢ DQ2/DQ8, ycunuBas
BEPOSATHOCTb pPa3BUTMA 3ab60NeBaHUs Y FeHETUYECKN Npea-
PacnoNoX}KeHHbIX Cy6beKTOB.

LleHHOCTb reHeTU4eCcKoro nccnefoBaHus onpegensercs
TeM, 4TO ero pesynbratbl HE 3aBWUCAT OT TOro, HaxoauTCH
nauneHT B MOMEHT UccnefoBaHus Ha 6e3rnioTeH0BON aneTe
WK HeT.

Ta6nuua 5. BapuaHTtbl reHotvna HLA-DQ2/DQ8 y naumeHToB

C uenvakuen

Table 5. HLA-DQ2/DQ8 genotype variants in patients with celiac
disease

FannoTun Koaupylowmue annenu
DQ2 2.5 DQA1*0501 (0505) / DQB1*0201 (0202)
2.2 DQA1*0201 / DQB1*0202 (0201)
DQ8 DQA1*0301 / DQB1*0302
DQ7 DQA1*0505 (0501) / DQB1*0301




BbisiBNeHne Npu reHeTM4ecKom UccnefoBaHuu annenemn
npPeapacnonioKeHHOCTU K LeNMakuM He CBUAETENbCTBYET
0 HannMyuu 3aboneBaHus, a N1lb OTHOCUT NaLMeHTa B rpyn-
ny reHeTUYeCKOro pucKka, rae AvarHocTMKka LOsIKHa NpoBo-
OWTbCS B COOTBETCTBMM C BbllEyKa3aHHbIMU MPUHLMNAMM.
OtcytcTBME B reHotune nauueHta annenen HLA-DQ2/DQ8
NO3BONSET WUCKMOYUTL AMArHo3 Lenuakuu (B TOM 4ucne
cepoHeratuBHoMn) B 98—-99% cnyvyaeB 1 onpeaenser Heo6Xxo-
AMMOCTb AaibHEeNLWero AnarHoCTMY4eCKoro noucKka. B coMmHum-
TeNbHbIX CUTyaLMsAX cneayeT HanpaBuTb NaLUeHTa B Y4pex-
[eHNe 3KCNepPTHOro YPOBHS.

He pekomeHayeTcs MCnonb30BaTb MONEKYISIPHO-TEHETU-
yecKoe uccnegoBaHue (onpeaeneHune reHos HLA-DQ2/DQ8)
B Ka4yecTBe CKPMHMHIOBOrO METOAAa AMArHOCTUKK LiennaKkum
B CBSI3W C HaNM4YMEM AaHHbIX rannoTtunos y 30% 340poBoro
HaceneHus [2].

YpoBeHb yoeanTennbHOCTH peKomeH[auunn — A (ypo-
BEHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 2).

He pekomeHayeTcs MCnonb30BaTbh MOEKYISPHO-TEHETU-
yecKoe uccnegoBaHue (onpeaeneHune reHoB HLA-DQ2/DQ8)
y NaumneHTOB C NONOXUTENbHBIM TUTPOM anti-tTG IgA n noa-
TBEPXKAEHHOM C MOMOLLbI0 GUOMNCUKU LieNMaKnen Uan naumeH-
TaM ¢ BbiIcOKMM (> 10 UNL) ypoBHeMm anti-tTG 1 Hannumem EMA
B CBfI3M C OTCYTCTBMEM KJIMHUYECKON HEOBXOAMMOCTH [2].

YpoBeHb yoeanTenbHOCTH peKomeH[auunn — A (ypo-
BEeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 2).

BbinonHeHMe MONEKYNAPHO-reHeTUYeCcKoro uccneaoBa-
HUA (onpeageneHne Hanuuua reHoB HLA-DQ2/DQ8) peko-
MeHAyeTCs NauneHTam ¢ HeYTOYHEeHHbIM AnarHo30M:

° Mpu BbIIBJIEHWUM B pe3y/bTaTe rMCTON0rMYEeCKOro uccne-
AOBaHUSA 6GMONTATOB ABEHaALATUMNEPCTHOM KULIKM
1-2-1 ctagun Marsh y cepoHeraTMBHbIX MaLUEHTOB;

° npu obcnefoBaHUMM NaLMEHTOB, HaxoAsLWMXCS Ha 6e3-
rNOTEHOBOW gueTe 6e3 AOCTOBEPHO NMOATBEPKAEHHOIO
AWarHosa Lenvaxkuu;

° MNpW pPacxoXKAEeHWU pe3ynbTaToB CEepPOSIOrMYecKoro
M NaTo/Ior0aHaTOMMUYECKOro (TMCTONOMMYECKOro) ncene-
foBaHui [2, 4, 6];

®  MpW HE3HAYUTENIbHOM NOBbLILEHUN AHTUTEN K TUPEOTPON-
HoMmy ropmoHy (TTI) npu oTpuuatenbHbix EMA 1 Hanuyum
rMCTONOrMYEeCKMX NpuaHakos aTpodum COTK.

YpoBeHb y6eauTenbHocTH peKomeHgauymin — C (ypo-
BEHb JOCTOBEPHOCTHM [JOKa3aTe/IbCTB — 5).

PeKkomeHayeTcs pacCcMOTPETb C LieNibio UCKOYEeHNUs ana-
rHO3a Le/IaK1mn BbINOSHEHNE MONEKYNSPHO-FEHETUYECKOIO
nccnenoBaHus (onpeaenexHme reHos HLA-DQ2/DQ8) nauu-
€HTaM C Mo403PEHMEM Ha LieNInaKkuio, HoO C ManoBePOSTHbIM
AMarHo3oM nepej NpPUHATUEM peLleHUs 0 HEOBXOANMMOCTH
npoBefeHUs NIOTEHOBOM Harpy3ku. OTCyTCTBME ranfioTu-
nos HLA-DQ2/DQ8 B 98-99% cny4yaeB AenaeT HEBO3MOX-
HbIM pa3BUTUE LEeIMaknum 1 No3BONSET BEPHYTb B paLMOH
pebeHKa rnTeHcogepKawme npoaykTel. B cnyvyae nosis-
NIEHUS CUMMNTOMATUKM Ha POHEe Harpy3Ku MIOTEHOM MOXKHO
aymatb 0 Apyrux popmax rnoTeH3aBUCUMbIX COCTOSHWUI (He
accouMnpoBaHHas ¢ LenmakmMen YyBCTBUTENbHOCTb K rtoTe-
Hy (non celiac gluten sensitivity; NCGS); nuwesas anneprus
Ha nweHuuy) (Taén. 1-3 MpunoxeHus 3).

YpoBeHb yoeanuTeNbHOCTH peKoMeHaaymii — B (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

PeKkomeHayeTcs Npu Hanuvyinm BO3MOXKHOCTU MpoBeje-
HWE MONEKYNAPHO-reHEeTUYEeCKOro uccnegoBaHus (onpe-
nenervne reHos HLA-DQ2/DQ8) poacTBEHHWMKaM nepBoWn
JIMHWUK POACTBA MauMeHTa ¢ UenMakuen (CMbeCol, poanTenu)
C UeNblo CBOEBPEMEHHOM AMArHOCTUKM GECCUMNTOMHbIX
dopm 3aboneBaHusa [1-6].

YpoBeHb y6eauTenbHocTH peKomeHgaumin — C (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

B cnydvae BbiiBNEeHUs annenen npenpacrnonoXeHHOCTH
K LleNiMakun y poacTBEHHMKOB PEKOMEHA0BAHO NpoBeaeHne
COOTBETCTBYIOWMX 1abopPaToOPHbIX AUAarHOCTUYECKUX UCcie-
[OBaHMM No obwum npuHuuMnam. B cnyyvyae BbiIBNEeHUS
NOBbLILWEHHOIO YPOBHSA CneundUYEecKMX aHTUTEeN NoKalaHo
BbIMO/IHEHWE KOMMIEKCHOro 06CNe0BaHns B COOTBETCTBUM
C NpuBeAEHHbIMU Bbllle PEKOMEHAALMAMM.

B cnyyae noBbiweHUs ypoBHA anti-tTG B 10 u 6onee
pas u Npu NoNoXnTenbHoM TuTpe EMA gnarHos uenvakum
MOXeT OblTb NOATBEPXKAEH cneunannuctom 6e3 npose-
AeHns MOPPONOrM4ecKoro UccnefoBaHns gaxe B OTCyT-
CTBME XapaKTepHbIX CUMNTOMOB 3a6oneBaHus. [1py NoBbI-
weHun ypoBHSA anti-tTG meHee 10 UNL auarHocTuKa
uenvaknn Tpebyetr 0693aTeNbHOr0 BbINONHEHUS 3HAO-
CKOMWYECKOTO M TMCTONOMMYECKOro nccneaoBaHum, a Tak-
e MONEKYNAPHO-reHeTU4YeCcKoro ncecnegosanma Ha HLA-
DQ2/DQs8.

C uenblo MUHUMU3aLKUKM OWMBOK B AMArHOCTUKE Lenna-
Kunu LLenecoobpasHo 1Cnofb30BaTh WKany 6anibHOM OLeH-
Ku (Tabn. 4 MpunoxeHus 3).

MauneHTaM ¢ NOATBEPKAEHHBIM AMArHO30M LenaKkum
B X04€e NepBUYHOro ob6cnefoBaHUs PEKOMeEHAyeTCs NpoBO-
OWTb KOMMAEKC nabopaTOpHO-UHCTPYMEHTANbHbIX MUCche-
LOBaHWM C LeNblo BblABNEHUS AePUUUTHBIX COCTOSHWUNA,
WCK/IIOYEHUST 4acTO acCOLMMPOBAHHBIX C LieNnakuen ayTo-
UMMYHHbIX U 9HAOKPUHHbIX 3a60/1€BaHUNM:
®  K/IMHWUYECKUM OCMOTP M aHTPOMOMETPUYECKME UCCNeao-

BaHWUA (M3MepeHUe pocTa, Macchl Tena);

e 00WMM (KNMHUYECKMI) aHaNN3 KPOBU pa3BeEPHYTHIN;

® aHanM3 KpoBM OMOXMMWUYECKUW oblieTepaneBTrye-
CKUWI: nccnegoBaHne ypoBHS obllero 6eska B KpPOBMH,
onpegenexHune aktusHoctn ACT B KpOBM, onpegeneHune
akTuBHocTU AJIT B KpOBMU, UccnegoBaHne ypoBHS CBO-
604HOr0 U CBA3AHHOIo 6UINPybUHa B KPOBU, onpeae-
NeHne aKTUBHOCTM ramma-rayTaMmunaTpaHcnenTnaassbl
B KPOBMU, onpeaeneHne akTUBHOCTH LenoYHon docda-
Ta3bl B KPOBW, UCCeJOBaHUE YPOBHSA 06LWEro KanbLns
B KPOBMW, UcCCnefoBaHWe YPOBHSA WMOHW3MPOBAHHOIO
KanbLusa B KPOBW, UCCNIef0BaHME YPOBHS HeopraHuye-
cKoro pocdopa B KPOBU, UCCNeAOBaHUE YPOBHS Kene-
3a CbIBOPOTKM KPOBMU, UCCNiefoBaHME YPOBHSA beppUTH-
Ha B KPOBM, nccnegoBaHue ypoBHs 25-OH BuTamuHa
D B KpoBH, nuccnegoBaHne ypoBHA GONMEBOM KMCNOThI
B CbIBOPOTKE KPOBW, OonpeAeneHne ypoBHSA BUTaMUHa
B,, (UnaHoKkoGanamunHa) B KPOBM, UCCleLoBaHUE YPOB-
HA TPUMMLEPUAOB B KPOBW, UCCedoBaHWe YpPOBHS
XonectepuHa B KPOBMW, UCCNefoBaHWEe YPOBHSA Xofe-
cTepuHa IMNONPOTEUHOB BbICOKOM MNOTHOCTU B KPOBMH,
nccnefoBaHue ypoBHSA XoflecTepuHa NMMONPOTEUMHOB
HWU3KOM MNOTHOCTM NPU BbISBNIEHWM MOBbLIWEHNUS KOH-
LleHTpaLmMK XxonectepuHa, uccnegoBaHue ypoBHS Mto-
KO3bl B KPOBY;

° ucchnefgoBaHvWe rOpMOHOB TUPeonaHOro npoduns: ucecne-
posaHue ypoBHSA TTI B KpOBM, UCC/iedOoBaHWE YPOBHS
oblero TMpoKcuHa (T4) cbiIBOPOTKU KPOBM, ornpegene-
HWE CoAEpPXKaHUs aHTUTEN K TUPeOonepoKcMaase B Kpo-
BW, WUCCnefoBaHWe ypOBHA TupeornobynvHa B KPOBMH,
onpeaeneHne cogepxaHusa aHTUTen K TUPEOrnobynuHy
B CbIBOPOTKE KPOBMW);

® KOMposoruv4yeckoe nccnefoBaHue;

° ynbTpa3ByKoBOe uccnepoBaHue (Y3W) opraHoB 6ptoLl-
HOW NONOCTH (KOMMAEKCHOE);

°  Y3W WMTOBUAHOM ¥enesbl U NapalmTOBUAHbIX Kenes;

e Y3M maTkM M npuaatkoB TpaHcabaomuHanbHoe (Y3U
OpraHoB Manoro Tasa) y AeBoYeK cTapwe 12 neT;

® PEHTreHOAEHCUMTOMETPUSA MOSCHUYHOrO OTAena Mno3BO-
HOYHMKa (1 pa3 B 2 roga);
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

® KOHCynbTaLuMs cneunanmucToB No NoKa3aHUsAM: IHAOKPU-

Honora, ctomaTtonora, AepmaToBeHeposnora, MeaunLnH-

cKoro ncuxonora [3].

YpoBeHb yoeauTenbHocTn peKomeHgauuin — C (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

PekomeHayeTcsi pacCMOTPETh NPOBEAEHME HArPY3KU [1t0-
TEHOM MaLMeHTaM C HENOATBEPXKAEHHbIM AMArHo30M Lienu-
aKuK, HaxoasdWmMmea Ha 6e3rnioTeHOBOW AMETe, Korga ectb
COMHEHMS B MepBOHaYyaibHOM AMarHo3e, a TakXKe naumeH-
TaMm, y KOTOpbIX 4O Hayana 6e3rnoTeHoBOM AMETbl HEe 6bino
06HapyXeHO aHTUTEN, CNeuUPUYHbIX ANS LefIMakuK, C Lenbto
OKOHYaTeNbHOM Bepudurkaumnmn anarHosa. Ot npobbl cieayet
BO3/eprKaTbCs B Nepnobl UHTEHCMBHOMO pocTa pebeHKa [40].

B npouecce npoBefeHUs Harpy3Ku ri0TEHOM Lieneco-
06pa3HO He BKJOYaTb B paLMoH pebeHKa xneb (nevyeHbe,
BbIMEYKY), TaK KaK B Clly4yae MNOATBEPXAEHMS AuarHosa
LueMaknun NoBTOPHO 3anpeTuTb ynoTpebrieHne 3Tux npo-
LYKTOB pebeHKy 6yaeT O4eHb TPYAHO.

YpoBeHb yoeauTenbHocTn peKomeHgauuin — C (ypo-
BEeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

lpoBOKaLMOHHbIN TECT (Harpy3Ka r/iloTeHom)

CoBpeMeHHble MPOTOKONbl AMArHOCTUKK Lennakuu
He BK/O4YaloT B cebs NpoBeAeHWe MOBTOPHbIX 3HAOCKO-
MUYECKUX UCCNEfOBaHUM, a TaKKe BbIMNONHEHWE Harpy3Ku
rntoTeHoM. OfHaKo Ha NPaKTUMKE MPUXOANUTCS CTaNKMBaTbCA
C nauMeHTaMu, KoTopbliM 6e3rTeHoBas gueTa Oblfia Hava-
Ta Npu OTCYTCTBUMU CEPOOTMYECKOro U MOPdONOrM4ecKoro
noAaTBepXaeHUs 3ab6oneBaHns Unu peadynbratbl NEPBUYHOTO
06cnefoBaHNs KOTOPbIX MO3BONSIOT YCOMHUTLCS B NpaBuIib-
HOCTM AnarHo3a. B Takom ciyyvae HarpysKa rioTeHoM SBs-
€TCs €AMHCTBEHHbIM METOAOM, MO3BOJIAOWMM NOATBEPANUTD
WM ONPOBEPTHYTh AMarHo3.

Kak y»e 6bl710 CKa3aHo Bbllle, OTpULaTeNbHbIN Pe3ysb-
TaT MONEKYNSaPHO-reHeTUYECKOro MccneaoBaHnus B COMHMU-
TeNbHbIX CNyYasXx LeMakMK C BbICOKOM JONEN BEPOSTHOCTH
cBuaeTenbcTByeT 06 OTCYTCTBMM 3aboneBaHus, 4To genaeT
€ro HaJeXXHbIM TECTOM AJ15 0T6opa NauneHToB Ans nposeje-
HWMS Harpy304HOro MIOTEHOBOMO TECTUPOBaHUSA. YTOYHEHME
[IMarHosay nauueHToB ¢ Hannvmem annenen HLA-DQ2 n/uvnm
HLA-DQ8 no3BonsieT nocne BBeAEHUS Mt0TeHA / IMIOTEHCO-
AepXKallmx NPOAYKTOB B paLMOH OLEHWUTb CUMNTOMBI, UCChe-
[0BaTb YPOBEHb CNeuUndPUYECKUX ayToaHTUTEN U MPOBECTH
rMCTONOMMYECKOe UccneaoBaHme.

[MoTeHoBasas npob6a [JofXKHa NPOBOAUTHCH CTPOro
nof HabnaeHnem Bpaya-ractpoaHTeposnora.

ExefHeBHas f03a Npv NPOBEAEHUM NPOBOKALMKN AOMK-
Ha 6bITb He MmeHee 10 I rTeHa, 4To cooTBeTcTBYEeT 150 I
MYKK nnm 200 r niweHnyHoro xneba. B HacTosilee Bpems
cyMTaeTcs, YTo NpMeMm rtoTeHa B konnyectee 10-15 r/aeHb
B TeyeHne 3-6 Mec MOXeT Bbi3BaTb M3MeHeHus COTK
y 60/blUIMHCTBA AETEN C LieSIMaKnen.

lMopOWOK rNloTeEHa B POCCUMUCKUX YCNOBUSAX Manogo-
cTyneH. NoaTomMy NpaKTUYECKU B YCNOBUAX peasibHOW Ku-
HMYECKOW NpPaKTUKW peKoMeHAyeTcs [faBaTb MNauueHTy
exxeaHeBHo 1 nopuuto (MpumepHo 250 1) MaHHOM Kaluu
WK NWEHWYHbBIX MaKapoH/BEPMULLENH.

YT106bl M36€eXaTb HEHYXHOro BO3AENCTBUSA [NOTEHA
y Ale€TeN C paHHEW peaKLnen Ha NPOBOKaLMOHHbIW TECT, ornpe-
feneHue cbiIBOPOTOYHbIX anti-tTG IgA npoBoaaT 4epes 1 Mec
nocne Havana neyveHusa n ganee — Kaxkgble 3 mec Bo Bpems
eXeJHeBHOro npuema rnoTeHa B TevyeHne 12 mec.

Mpu nosiBNEHMU CUMNTOMOB, YKa3bliBalOLWLMX Ha BEPOAT-
HOEe Hanuyue uennakuu, obcnefoBaHMe MOXHO MPOBECTU
B 60/1€e paHHUE CPOKMH.

Mpn nosiBNeHMn Ha ¢doHe rNITEHOBOW HArpy3Ku CUM-
NTOMOB, YKa3blBaOLWMX Ha Lennakuio, u/mnn cneunduye-

CKMX ayToaHTMTeN nauueHTy nokasaHo nposefeHue IIAC
M 6GMONCUM ABEHALLLATMNEPCTHOM KULLKK C TMCTONOrMYECKUM
nccnegoBaHUEM.

Mpn oTCYTCTBUM CUMNTOMOB W/UNK cneumndbuyecKunx
4NS uennakun aytoaHtTuTen nocne 1 roga npuema rnioTte-
Ha pebeHKy cnefyeT pas3pelunTb HOPMasbHYIO FIOTEHCO-
aepxawyto auety. OgHako peKoMeHAyeTCcs MPOAOIKUTD
AMHamMu4yecKoe HabngeHue 3a pebeHKOM — HocuTenem
rannotunos HLA-DQ2/DQ8, nonyyalolmnm rnoTeHCoaepKa-
WwMe NpoayKThl, B Te4eHne 2 neT B CBA3M C TEM, YTO NaTono-
roaHaTOMUYECKUE U KIMHUYECKME MPOSIBIAEHMS LIEIMaKmm
Yy HEKOTOPbIX NALMEHTOB MOMYT MPOSIBUTLCS ropa3ao Nnosxe.
B nanbHemnweM KOHTPOAbHblE 06CNe0BaHUSA C UBMEPEHUEM
cneunduyecKkmx ayToaHTUTeN cnegyeT NPoBOAUTL EXXEroAHO
unu pas3 B 2 roga. lMpy HannynMn CMMNTOMOB, HaBOAALMX
Ha MbIC/lb O Ha/IMYMK Yy NaLMEHTa LleSInaKnKn, peKoOMeHayeTcs
6onee paHHee o6cnenoBanue [40, 44].

JIEMEHME

[AunetoTepanusa. besrnioteHoBas gueta

EAWHCTBEHHBIM METOAOM NeYeHus LeNMakun U npo-
GUNAKTUKM ee OCNOXKHEHUI B HacTosiLlee Bpems aBAsSEeTCS
cTporas noXKM3HeHHasa 6e3rnTeHoBas gneta.

PekomeHayeTcs cTporoe noxu3HeHHOoe cobntogeHne
6€e3rN0TEHOBON AMETbl NpWU MOATBEPKAEHHOM [AMarHose
LenMakuMum naumeHtam C HaluM4yMeM CUMNTOMOB 3abone-
BaHWS C LENblo KynupoBaHusa MNposiBNeHun 3abosneBaHus
M NPefoTBPAaLLEHUS PA3BUTUS OCNIOXKHEHWUI Lennakmm [1-6,
45, 46].

YpoBeHb y6eanTenbHOCTH peKoMmeHzaymin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/IbcTB — 5).

B ocHoBe 3MMMWHALMOHHOM AMeToTeEpPanun NEXMUT Nos-
HOEe WCKIIOYEHWE U3 pauMoHa NUTaHUS NPOAYKTOB, COAEp-
Xalux roTeH unm ero cnegbl. NMpUHUMAMANBHO BaXKHbIM
ABNIAETCA OTKa3 OT yNnoTpebAeHUs He TONIbKO TeX NPOAYKTOB,
KOTOpble coAepKaT «ABHbIM» MI0TeH (X1e6, X1eb606ynoyHble
N KOHAWTEPCKMUE U3LENNs, MaKapOHHble U34eNNs, NeHnY-
Hasi/MaHHasa, f4HeBas/nepnoBas Kpynbl, GYAryp, KyCKYyc,
non6a, cnenbTa, TPUTUKaNe, KamyT) (Tabn. 6), HO U Tex,
KOTOpble cofepxKaT «CKPbITbIM» FIOTEH, MCMOAb3YIOLMICS
B KayecCTBe nuueBon gob6aBKK B NpoLecce Npon3BoACTBa.

«CKpbITbI» FIOTEH MOTYT COAEpPKaTb (3aBUCKUT OT peLen-
TYpbl NPOM3BOAUTENS):

° BapeHble Konbacbl, COCHUCKM,

M3 U3MENbYEHHOIro Msica 1 pblbbl;
® MHOrMe MSCHble, PblOHbIE KOHCEPBbI, B OCOGEHHOCTH

B TOMaTHOM COYCe;
® MHOrMe OBOLLHbIE U PPYKTOBbLIE KOHCEPBLI, B TOM YKUCe

TOMaTHble NacTbl, KETYYNbl, 6aKkNarkaHHasa U KabavyKkoBas

UKpa;
® MOpOXEeHoe, MOorypTbl, TBOPOXKHK, TBOPOXKHbIE CbIPKK

M NacTbl, MATKWE W NNaBieHble Cbipbl;
® COMOAOBLIN 3KCTPAKT, HEKOTOPblE BUAbLI CanaTHbIX COy-

COB, MalOHE30B;
® Cyxue npunpasbl ¥ NPSHOCTH;
® KOHLEHTPUPOBaHHbIE CyXMe cynbl, BYNbOHHbIE KYOUKH,

KapTodenbHoe nope 6bICTPOro NPUroTOBAEHMS;

° KaptodenbHble U KYKYpy3Hble€ YUNChI;

® 3aMOpOXEHHbIM KapTodenb ¢pu, HEKOTOpble BUAbI
3aMOPOXKEHHbIX OBOLLEN C FOTOBLIMU CNELUAMU;

® HeKoTopble BUAbl Yas, Kode- M Kakao-cMecH Ans 6bICTPO-
ro NPUroToBIEHUS (BbICTPOPACTBOPUMBIE);

® KYKYpYy3Hble XxJioMbsl, rpaHona, roToBble 3aBTpaku

NPy UCNONb30BaHUKN AYMEHHOIO CON0Aa;

°  MMWUTaALMWM MOPENPOLYKTOB — «KpaboBble MNanoyKu»,

«KpaboBoOe MSCO»;
® canaTbl U3 MOPCKOW KanycTbl C coycamu;

nonydabpukaThl



Ta6nuua 6. [MNioTeHcoAeprKaLlve NPOAYKTI U 6104a, KOTOPbIE CTPOro UCKYAIOTCs U3 palMoHa NUTaHWS NpW LeNUakum
Table 6. Gluten-containing foods and dishes that are strictly excluded from the diet of people with celiac disease

cnenbrta, nonba

MpoAayKTbI MweHuua Poxxb flumMeHb OBec
MaHHas, nweHn4Has, «4 3n1aKkar,
A4ymeHHas,
Kpynbl, kKawm «7 3naKoB», KycKyc, 6ynryp, P>kxaHas OBcsiHas, TONOKHO

nepnosagq, A4HeBad

MyKa u oTpy6u MweHnyHas myKa n oTpyou

P>kaHas myka

fymeHHasa MyKa,
OBCSiHas MyKa 1 oTpyou

XJI0NbAMMU, «CMELLIAHHbIE 31aKu»,
«4 3naKa», «7 31aKoB»

1 oTpyoHM AYMEHHbIN CONoA
[leTCKne Mono4Hble . . C 0BCSIHbIM OTBapOM UAn
C nNweHUYHOM MyKomn 8
cmecu MyKOM
[leTCKne UHCTaHTHbIe GuHeBas. SUMEHHas Bce rotoBble Kaluu
(6bICTPOPACTBOPUMbIE) KAl «4 3naKa», ! C OBCSIHOM MYKOM U
Kawa, «4 3naKa»,
[leTCKue Kawm C NWeHUYHbIMU, MaHHbIMMK «7 3N1aKoB», XN0oNbAMMU, «4 3naKan,

«CMeLlaHHble 3naKkn»

«7 3naKoB»,

«7 3N1aKOB», «CMeLlaHHble
«CMeLllaHHble 3N1aKn»

3NaKn»

KoHcepBbl AN AETCKOro NUTaHus
C MSICOM, pblGOW 1 OBOLWAMMU,
TBOPOXKM C Jo6aBKamMu
NWeHUYHON MYKKN UK MaHHOWM
KPYynbl (CM. COCTaB Ha yNaKoBKe)

FoToBOoe 6aHOYHOE
AeTCcKoe NuTaHue

[leTcKne MsCHble,
MSCOOBOLLHbIE, PbIGHbIE,
PYKTOBbIE KOHCEPBHI,
TBOPOXKM C OBCAHOMN
MYKOM (CM. cCOCTaB Ha
ynakoBKe)

Xneo, CyLKK, cyxapu, nevyeHbe,
6y611KKN, GapaHKK, CONOMKa,
xnebéubl, caoba, BbiNneyKa, TOPThI,
G6/IMHbI U MUPOTK U Ap.

Xne6 n xne600ynoYHble
u3penus;
KOHAMUTEpPCKUe nsgenus

P>xaHow xnee6, KOHAUTEpPCKUe OBCsIHOE NeYveHbe, xneb
nenewku, cyxapu MU3aenuns ¢ S4MEHHOMN «fepkynec»
naToxkomn

AYMEHHble neneLKu;

MaKapoHbl, B TOM 4Yncne
rpeyHeBble, coba, BEpMHULLEND,
POXKM, cnareTTu, nanwa,
dUrypHble MakapoHHble n3aenus

MaKapoHHble usgenus

BapeHast Konbaca, COCUCKMH,
nonydabpuKaTbl KOTIET U Ap.,
n3genus us pybneHoro msica u
pbIGbl, NENbMEHU, BAPEHWUKH,
CbIPHUKM, TBOPOXHbIE NacTbl U

MsicHble, pbIGHbIE
W MOJIOYHbIE

nonydadpuKkatbl CbIPKM, NOANIUBLI K MSAICHbBIM U
pbI6HbIM 611104aM Ha MLWEHUYHON
MYKe, MyKa v cyxapw ans
NaHWpPOBKHM
. MnBo; KodpenHble .
HanuTtku Xne6HbI KBac ® OBCSIHbIN KKCENb
HanuTKu (cypporarthbl)
Coycbl CoeBbliit coyc

° Kapamenb, COEBble W LIOKONAAHble KOHGMETbI C HaYMH-
KOW, BOCTOYHblE CNafoCTW, MOBMAIO MPOMbILLIEHHOIO
npou3BoACTBa.

Bonpoc 0 TOKCMYHOCTM OBca AN8 GOJNbHbIX LEeNnaKu-
el oCcTaeTcsi OTKPbITbIM. Hanbonee pacnpocTpaHEHO MHe-
HWEe, YTO aBEHWHbl OBCa HETOKCMYHbI, OJHAKO OBCSHas
Kpyna 4acTo KOHTaMWHUPOBaHa NPUMeCcsSMu APYrnx 31aKoB,
0COBGEHHO MIUEHULUbl B CBA3M C MPUCYTCTBMEM €€ KOJOo-
CKOB Ha nonsix. OBec paspeLlleH, TONbKO €CNN OH BbipalleH
Ha cneuunanbHbIX Nonsx 6e3 KOHTaMWHALMKW MLIEHULEN,
06bI4HO 3TO OTMEYAETCS Ha YNaKOBKE C OBCSAHLIMU X10MbS-
My (6€3 rnTeHa).

PeKkomeHayeTcs paccMOTPETb UCK/IOYEHWE OBCa U3 Ane-
Thbl NALMEHTOB C LE/IMaKNEN, 3a UCKIIIOYEHNEM CMELManbHO-
ro 6e3rntTEHOBOrO OBCa, BbipallleHHOro n 06paboTaHHOro
B CMeLuanbHbIX YCNOBUAX, MCKIOYAIOWMX KOHTaMUHaLMIO
rNIOTEHOM, C LiENbio MPeaoTBpalleHns nonagaHvua cnegos
rNtoTEHA B PaLMOH NUTaAHWUS NauueHTa.

YpoBeHb yoeanTenbHocTH peKomeHgaumin — C (ypo-
B€Hb JOCTOBEPHOCTH JOKa3aTe/bCTB — 5).

Bo3M0OXHO nNpo6bHOE BKJOYEHUE CreUMann3npoBaHHO-
ro (6esrntoTeHOBOro) oBCca B pPaLMOH 60JbHbIX Liennakuen
noAa CTPOrMM KOHTPOJIEM CO CTOPOHbI KJIMHUYECKOM KapTHHbI
N OMHAMMUKKU YPOBHS CNeUMPUYECKMX aHTUTEN B CbIBOPOT-
Ke ¢ uenblo oboraweHus paluoHa NUTaHMa nauueHTa.
He60nblWon NPouUeHT 60/bHbIX LeMaKnern MOXKET ObiTb
YyBCTBWUTENEH K OBCY M NMpU ero ynotpebneHun pasBuBaTb
CUMMTOMATUKY U farke nospexaeHne COTK [47].

HeToOKCUYHbIMM 3N1aKamMu NpuU LieIMaKuK ABASIOTCA PUC,
rpeyka, KyKypy3a, nieHo, amapaHT, KWHOa, MOHTUHA, YyMH-
3a, caro, copro, Tadd — nNpu ycnoBUK OTCYTCTBUS 3arpsis-
HeHUs (KOHTaMWHauMK) UX TIIOTEHOM B npouecce cbopa
ypoxKasi, TPaHCMOPTUPOBKHK, CKIaAMpPOBaHUS U nepepaboT-
Kn. besonacHbiMK SBASIOTCS MyKa M Kpaxmalibl, MPUroToB-
JIEHHblE U3 KOpHEennoaoB (KapTtodensi, MaHWOKHK, TanuoKM,
6artaTa), 6060BbIX (6060B, daconun, ropoxa, Cou), pasUyHbIX
OpEXOB.

CocTaB palMOHa NauueHTa C LUeNuaKuen 3aBUCUT
OT BO3pacTa, TAKECTU COCTOSHWUA U nepuoaa 3aboneBaHns
W CTPOUTCS Ha OCHOBAHWKM OGLUMX MPUHLMMNOB: YrNEBOAHbIN
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

KOMMOHEHT COCTaBNSAOT 3a CHET NEPEHOCUMbIX KPY, KapTo-
dens, 6060BbIX, 0BOWEN, GPYKTOB, Arof; 6€KOBbIN U XUPO-
BOW — 3a cYeT MsAca, AuL, pbibbl, MOMOYHbIX MPOAYKTOB,
pPacTUTENIbHOMO U CIMBOYHOIO Macer.

Mpu cocTaBneHnn paumoHa NUTaHUsa NauMeHTbl ¢ Lenu-
aKkuen MOryT MCnonb30BaTb chneuuanu3vpoBaHHble 6€3-
rNOTEHOBbIE MPOAYKTbI — 3aMeHUTeNn xn1ebobynoyHblX,
MaKapoOHHbIX U KOHAUTEPCKMUX M3AENUIH. B AaHHbIX NPoayK-
Tax, MapKMPOBaHHbIX KaK «6e3rNoTEHOBbIE» UK «HE coaep-
Kallue rTeH», JonycTUMas NPUMeECh MoTeHa He AOMKHa
npesbiwaTtb 20 ppm (20 Mr/Kr rotoBoro npoaykra) [45,
48-50].

Mpu cocTaBneHnn paLmoHa NuTaHus pebeHKa C LemaKkm-
€M HeOOXOANMO YUYNUTbIBATb HANMYNE BTOPUYHBIX HapyLeHnn
CO CTOPOHbI OPraHoB U cUCTEM W AeDULMTHBIX COCTOSHWUNA,
KOTOpble MOryT noTpe6oBaTb cneunann3MpoBaHHOro nNuTa-
HMS. NS Te4eHUs akTMBHOIro Nepuoja Lenakun B paHHeEM
[LETCKOM BO3pacTe XapaKTepHbl BblpaxKeHHble agucnencuye-
CKMEe pacCTpOMCTBa WU TAXKeNble HapyweHUs HYTPUTUBHOIO
cTaTyca — BMAOTb A0 TSXKENOW 6enKOBO-3HEePreTuiecKomn
HegoCTaTOYHOCTM (TaK Ha3blBaeMbli LieNIMaKUMHbI KpuU3).
MpoBefeHne guetoTepanun y TakWx GOMbHbIX OCMOXKHSAET
4yacTtoe pa3BUTME MHOMKECTBEHHOW MULLEBOWM HenepeHocH-
MoCTU. Hanbonee 4acto 310 BTOpMYHasa NlakTasHas Hepo-
CTaToO4YHOCTb (75%), ceHcnbunnaaumnsa K 6enKkam KopoBbero
MOJioKa (72%), HepeaKo — ceHcubunusauusa K Apyrum
nuweBbIM nNpoTenHam (pucy, 6aHaHy, 6enKaM KypuHOro
anua v np.). NMpnénunantenbHo y 2/3 aeten paHHero Bo3pac-
Ta C LUennakMen B aKTMBHOM nepuoge Hapsay C roTeHOM
TpebyeTca WCKIYEHUE MOJOYHbIX NMPOAYKTOB M CMecen.
3aMeHON MONOYHbIM NPOAYKTAM MOTYT CAYXUTb Cneunanu-
3UMpOBaHHbIE CMECH Ha OCHOBE BbICOKOIMAPOAN30BaHHbIX
6enKoB, oboraleHHble cpeaHeLenoyYeyHbiMU TPUrInLEePU-
4aMu, UM CMEeCKU Ha OCHOBE aMUHOKKCNOT. OgHaKo MCMosb-
30BaHME yKa3aHHbIX NPOAYKTOB MOMKET OblTb OrpaHUyeH-
HbIM Y 6OJIbHbIX CO CHUXKEHHbIM anneTUToM BCNEeACTBUE UX
cneunduryecKkMx opraHonenTU4eCcKMX CBOWMCTB. lpu Tsxke-
NON HEeAoCTaTOYHOCTM MUTaHWS Heo6XOAMMO Y4YMTbIBaTb
Takne baKTopbl, KaK pe3Kas aHOPEKCHUS, CHUXKEHHas Tone-
PaHTHOCTb K MULEBLIM Harpy3kam. lMTaHMe B aKTUBHYIO
cTaguio 3aboneBaHWs MPOBOAMTCA COMNacHO MpuHLMNam
avetoTtepanuu geTten ¢ 6eN1K0BO-9HEepPreTMYecKom HegocTta-
TOYHOCTbIO [45, 51].

PacnpocTpaHeHO MHeHWe, 4YTO pAj HenuweBbliX Mpo-
LYKTOB, CNOCOGHbIX MoNajaTbh B OPraHn3M YenoBeKa, MoryT
TaKe cofepatb MoTeH. K Takum npoayKtam OTHOCHAT
K/IeN Ha NOYTOBbIX MapKax U KOHBepTax, HEKOTOpPble copTa
KOCMETHKM, B TOM Yncne rybHovm noMagbl, HEKOTopble copTa
3y6HOM MacTbl U 4p.

[UrMeHn4YecKne M KOCMETUYECKME MPOAYKThI, Aarke
cofepxalime TrNOTeH, He nNpeacTaBAAT OMNacHOCTU
4NS NaUMEHTOB C LeNMaKkuen, TaK KaK MloTeH Bbi3blBaeT
Y HWUX HexenaTtefibHble peaKkuunn, TONbKO nonajas B Kuley-
HWK, M 6e30MaceH B Cclly4ae KOHTaKTa C KOXEN U CIM3UCTON
0605104KON pTa. 3y6GHble NacTbl U ry6Has nomMaja TaKKe
6e3onacHbl AN GO0NbHbIX LelMakuen, yyutblBas KpanHe
Masnioe MX KONMYECTBO, KOTOPOE MOXKET OblTb MPOrno4eHo
M OKa3aTbCH B KULeYHuKe [52, 53].

JlekapcTBeHHble MnpenapaTbl TakXe MOryT coaepaTb
rNOTEH, B TOM 4ucne TabneTku, MOKpbITble 060N0YKOM.
HeKkoTopble nekapcTBeHHbIE CpeACTBa B cOCTaBe BCnomMora-
TeNbHbIX BELWECTB MOTYT coepaTb MWEHWYHbIA Kpaxmann.
EBponevickaa ®apmakones TMMUTUPYET coaepKaHue 6enka
B nuweHnyHoMm Kpaxmane 0,3% (3000 ppm), 4TOo cooTBeT-
CTBYET coAepxKaHuio rnoTeHa He 6onee 100 ppm [49, 50].
YynTbiBas KparHe He3Ha4YMTENbHYIO MacCy IEKapPCTBEHHOIO
npenapaTa, KOTOPYI0 MOXET ynoTPebuTb B CYTKMU MaLMEHT,

BCE MeANKaMeHTbl, 3aperncTpMpoBaHHbIe Ha EBPONENCKOM
PblHKE, MOryT cYuTaTbCsi 6e30MmacHbiMKM WM ynoTpebnaTbes
60/bHbIMW LIeNMaKMeN, 3a UCKIOYEHWEM CllyYaeB UHANBM-
[lyanbHOW runepyyBCcTBUTENBHOCTH [52, 53].

HeKoTopble nuleBble UHIPEAUEHTbI, NPOU3BEAEHHbIE
Ha OCHOBE [IOTEHCOAEPKALLMX 3/1aKOB, HO OYULLEHHbIE
B npoLecce NPoM3BOACTBA OT MIOTEHa, cYUTaloTCs 6e3rnto-
TEHOBbIMU:
® CWUPOMbl [/IOKO3bl, MPOM3BEAEHHble W3 MUEHULbI

UK SYMEHS, BKAKOYas AEKCTPO3Y;
®  ManbTOAEKCTPUHbI U3 NIUEHULbI;

°  AUCTUANSATBI U3 MI0TEHCOAEPKALLMX 31aKOB, HanpuMmep

KpenKkue anKkorobHble HanuTKM.

MauuneHTbl Hy)aatTca B HabAOAEHWM UETONOrOM, UMe-
OLWMM ONbIT PA6OThI C LIe/IMaKMeR, C LeNbio KOHTPONSA CTPO-
rocTu cobnogeHnsa aneTtbl U cbanaHCMpPOBaHHOCTU BE3rNto-
TEHOBOro pauunoHa [45].

KoppeKuus HyTPUTUBHOW HEA0CTAaTOYHOCTHU

PekomeHA0BaHO paccMOTPETb NPOBELEHME IHTEPANb-
HOro (@ B CNy4yae HEBO3MOXHOCTU — MapeHTepasibHOro)
nUTaHWa LETAM C LeNMakuen nNpu HYTPUTUMBHOM HepocTa-
TOYHOCTH, KOTOPYIO HE yAaeTcs CKOppUrnpoBatb C MOMO-
Wb0 KOPPEKLMM paLMoHa NUTaHna 1 6e3rnioTeHOBOM ane-
Tbl, C LENbl0 JOCTUMKEHUS ONTUMaNbHOr0 HYTPUTUBHOMO
cTaTtyca [46].

YpoBeHb yoeauTenbHOCTH pekomeHgauynin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/IbcTB — 5).

C 2015 r. cywecTByeT M exerogHo o6HoBAseTCA
«[lepeyeHb cneunannaMpoBaHHbIX MNPOAYKTOB Jie4ebHOo-
ro nutTaHua ana peten-wHBanugos». CoctaB cneuunanu-
3MPOBaHHbIX CMECEN paclMpPSeTCs eXerogHo, nokasaH
4N AeTen pasHblX BO3PacToB W yAOBAETBOPSET pasHbiM
3aja4am — CMEeCH MOryT MPUMEHATbCH KakK B KayecTBe
cunuHra (4ONyCTUMO AN MEePEKycoB), TaK M ANS NUTaHUS
yepes 30H4 UM racTPOCTOMY B 3aBMCMMOCTU OT TAXECTU
COCTOSIHUS NALMEHTOB, HANWYMSA MU OTCYTCTBUS KOMOPOUA-
HOWM NaToNornu, a Take GyHKLUMOHaNbHOro coctossHns KT
Ha doHe uennakuu (tabn. 7).

PekomeHayeTcsd B TaXenbix caydyasx (UenaKunHbIn
KpK3, BTOPMYHAsA aKccygaTMBHasa aHTeponaTus) HapyLweHun
6€e/KOBOro, BOAHO-3/IEKTPONNTHOrO o6MeHa npoBeaeHue
NOCUMHAPOMHOW NapeHTepanbHOM Tepanuu ¢ LLeNblo KOppPeK-
LMW HapyleHWN (BBeAEeHWE 3NEKTPOAMTOB B KOMOMHALMK
Cc yrnesojamu, pactsBopa anbbymuHa (20%)); npu CTOM-
KOM aHOPEKCUW paccMoTpeTb Ha3Ha4yeHue KpaTKOBpPEMEH-
HOrO Kypca napeHTepasbHOro nuTaHua (aMUHOKMCNOTHI
4NS MapeHTepanbHOro nuTaHus, pacTBOPbl aMUHOKMKCAOT,
AUNUAHbIE 3MYNbCUU, PacTBOP AEKCTPO3bl, BUTaMUHbI
N9 napeHTepanbHOro BBeaeHus) [3, 4, 6, 45].

YpoBeHb y6eagnTenbHOCTH peKoMmeHzaymin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/sIbcTB — 5).

MeauMKamMmeHTO3HOe NieyeHue

MegavKkameHTO3Has Tepanus Npu Leanakum HOCUT BCMO-
MOraTefbHbI XapaKTep, HO B psjde cly4yaeB MOXeT ObiTb
XW3HEHHO Heob6xoaMMON. B OCHOBHOM OHa HamnpaBneHa
Ha KOppeKuuio AePUUMTHBIX COCTOSIHUI, MeTabonn4yecKux
HapylweHWn, pasBuBLUMXCS Ha ¢GOHe CUHApoOMa Mmanbab-
copbumu.

B npouecce avHamuyeckoro HabnogeHus 3a nauueH-
TaMu C Lennakuen pekomeHaoBaHo npoBefeHne ncecnemo-
BaHuUA ypoBHA 25-OH BMTammHa D B KpOBW; ONUMOHANLHO,
no NoKa3aHUsSM — UCCIeJ0BaHNS YPOBHS XKefle3a CbiIBOPOT-
KM KPOBW, UCCNeAoBaHMs YPOBHS 06LLEr0 KanbLu1s B KPOBH,
uccnenoBaHusa ypoBHA GOMEBOWM KUCIOTbl B CbIBOPOTKE
KPOBW, ONpeAeneHns ypoBHs BUTamnHa B, , (UmaHoKko6ana-



Ta6nuua 7. CneumannanpoBaHHble NevyebHble CMeCcH AN AeTen ¢ Luenvakuemn
Table 7. Specialized therapeutic formula for children with celiac disease

Ipynna

XapaKTepucTuKa cmecH

NMpumeHeHue, npegHa3Ha4YeHUe

Ana peten nepBoro
rofa *Xu3Hu

cmecn — 77-80 Kkkan/100 mn cmecH

Mono4Hble cMecK ANsi UCKYCCTBEHHOr0/A0NONHUTENBHOIO
BCKapM/IMBaHUSA HEJOHOLWEHHbIX 1 MAaNOBECHbIX AeTel NepBoro
rofa »n3Hu. CogepxaHue 6enka — 1,9-2,2 r/100 mn, 20% CLUT
B COCTaBE XXMPOBOIro KOMMOHEHTa CMecKH. IHepreTuyecKkas LLeHHOCTb | NuTaHusa (rmnotpoduen)

MonoyHble cMecu ans aeten nepBoro
roAa XM3HW ¢ HeAO0CTaTOYHOCTbIO

Onsa petei nepBoro
roaa »KM3Hu

Cmech cnelumanu3nmpoBaHHas cyxas 6e3nakTo3Has

Monou4Hble cmecu Ang aetei nepeoro
rofa XW3Hu C Lennaxkmen n naktasHon
HEeAOCTaTO4YHOCTbIO

Ansa petei nepBoro
rofa Xu3Hu

Cmecw Ha ocHoBe rny60Koro ruaponnsara Mojao4YHoro 6enka
(Ka3ewnHa, CbiIBOPOTOYHOrO 6esKa) ¢ BKAtoYeHnem 50-60% CLT
B COCTaBe XWPOBOro KOMMOHEHTa, 6€3/1aKTO3Hble

Cmecw 4nsi aHTepanbHOro NUTaHUs
NS AeTel ¢ LenMaKuei B coyeTaHun
C annepruen K 6en1KaM KopoBbero
MOJIOKa, a TaKXKe C TAXenon
HYTPUTMBHOMN HEAOCTATOYHOCTLIO

Ana peten
ctapwe 1roga

3ABaHCT HyTpUAPUHK cyxas cMecb»*

MN30- (1 Kkan/mn) u runep- (1,5 Kkan/mn) KanopuiHblie MOSTIOYHbIE
CMeCH C BbICOKUM cofepxkaHnem 6enKa ANs AeTen cTaplue

1 roga. CMecu MOTYT ObITb CYXUMU U XUAKUMU, C PA3HbIMK
(monyweHHbIMK MUH3apaBoM Poccun) BKYCOBbIMU Jo6aBKamu.
CneunannM3vpoBaHHbIi NPOAYKT ANA AUETUHECKOrO Ne4e6HOro
NUTaHUg — cyxas NoNHOLLEHHAsd HU3KONaKTo3Has cmechb «HyTpu3oH

OHTepanbHoe 1 AONONHUTENbHOE
nutavue ans aeten ctaplue 1 roaa,
CUMUHT

MpumeyaHue. <*> — BKNOYeHa B Pacnopskexue lMNpaButenbctBa Poccuiickoinn ®epepaumnn ot 23 aHBaps 2025 r. N2 76-p O BHeceHUH
M3MeHeHU B pacnopsixkeHue Mpasutenbctea Poccuitckon ®epepaumnn ot 11 aekabps 2023 r. N2 3551-p. CLUT — cpeaHeLienovyeyHble Tpu-

rULEepPUbI.

Note. <*> — included in the Order of the Government of the Russian Federation dated January 23, 2025, No. 76-p, on Amendments to the
Order of the Government of the Russian Federation dated December 11, 2023 No. 3551-p. MCT (CLIT) — medium-chain triglycerides.

MMWHA) B KPOBM M UX KOPPEKLIMA B Cly4ae BbiBNeHUs gedu-
UMTa C Lenbto npeaoTBpalleHnss pa3BUTUS OCIIOKHEHUI
0edULNTHBIX COCTOSHUN [3, 44, 45].

YpoBeHb yoeanTenbHocTH peKomeHgaumin — C (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/bCTB — 5).

PekomeHayeTcsi MCNOIb30BaHUE KULIEYHbIX aacopbeH-
TOB NaLMEHTaM C UenMaknen Ha GOoHe BblparKEHHOW AMapen
C LLe/1bI0 YMEHbLLUEHUS NaToN0rMYeCKMX NOTEPb CO CTY/IOM.

YpoBeHb yoeanTenbHOCTH peKoMmeHaaumin — B (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/bCTB — 5).

He pekomeHayeTcs uWcnonb30oBaHWe Jonepamuaa
0NS99 KOPPEKUMM Anapen npu Lelnakun B CBS3M C PUCKOM
pa3BUTUSA Nape3a KuwevyHuKa [3].

YpoBeHb yoeanTenbHocTH peKomeHgaumin — C (ypo-
B€Hb JOCTOBEPHOCTH JOKa3aTe/bCTB — 5).

PekomeHayeTca npuMMeEHeHWE  TNIOKOKOPTUKOMAOB
CUCTEMHOrO aenctsus (B Ao3e 1 Mr/Kr/cyT no npeaHuso-
NoHy Ha 10-14 pgHew C NOCTENEHHOW OTMEHOW) B CllyYae
TSXKENIOro TeyeHus 3aboneBaHns ¢ BbipaXKeHHON 6eNKOBO-
3HEpPreTM4ecKon HeaoCTaTOYHOCTbIO, a TaKKe B KayecTBe
3aMecTUTeNbHON Tepanuu Ans KOPpPeKuun Haano4yeyHUKo-
BOW HeJoCTaTo4HOCTH [3, 4, 6].

YpoBeHb yoeanTenbHOCTH peKoMmeHaaumin — B (ypo-
B€Hb JOCTOBEPHOCTH JOKa3aTe/bCTB — 5).

MNoKazaHus onpegensiTcs B TOM 4YUCne Bpayom AeT-
CKWUM 3HOKPWHONOIOM.

B nepvoa pasBepHyTbIX KIIMHUYECKUX MPOSBAEHWI LIENU-
aKMM MOXET pa3BUTbCA U AePpuUUUT noga ¢ GOpMUPOBaAHUEM
nogaedunumnTHOoro 3o06a. [oaTtomy 60NbHblIE C Lelnakuen
[O/MKHbI €XeAHEeBHO Mnojy4yaTb MNPOPUIaAKTUYECKYIO A03Y
npenapartoB nogda. JeTtam npenapartbl Moda ¢ NpoPUIaKTm-
YeCKOM Lenbio Ha3HavatoT B go3e 100 MKr B I€Hb, MOAPOCT-
Kam — 150-200 MKr, npu neyeHnn 306a 4o3a yBenninBa-
eTCsl U Ha3Ha4vyaeTCs SHAOKPMHOMIOrOM.

MpK M3MeHeHnax B TUpeonaHoM npodune, NOBbILLEHWUU
KOHUeHTpaumn TTI B KPOBW, yKa3blBalOWeEM Ha Hanuyue
y nauueHTa Cy6KIMHMYECKOro rmMnoTnpeosa, Kak npasuio,
Ha3HavatoTcs npenapatbl Woga (100 MKr getam, 150-
200 MKr nogpocTKam).

KoppeKuunsa 1o3bl npenapaToB Moaa, onpeaesneHne cpo-
KOB KOHTPONS rOPMOHOB TUPEOWAHOrO Npoduns, a Takxe
noKasaHuh Ana 3aMeCcTUTENbHOW Tepanuu npenapatamu
NIEBOTUPOKCUHA BXOAUT B KOMMETEHLMIO Bpayva-aHA0KpU-
Hosnora. Mpw JONOAHWUTENBHOM BbISIBIEHUM MapKepoB ayTo-
WMMYHHOIO TMpPeoMaunTa (NOBbILEHNE KOHLEHTPALMKU aHTH-
TeN K TUPEeonepoKCcHaase U TUPEOrno6y/InHY, XxapaKTepHble
M3MEHEHMS MO AaHHbIM Y3U WNTOBMAHON enesbl) 40 KOH-
cynbTaluumn Bpaya JeTCKOro aHAOKPMHOOra Ha3Ha4vaTb npe-
napaTbl MO4a He cneayer.

MepcneKTUBHbIE METOAbI IeYeHUS eIMaKun

1. B HacToflwee BpeMsi 06CYxAaeTcs BO3MOMHOCTb
MCNONb30BaHWUS MPOTUBOAMAPENHBIX MUKPOOPraHM3MOB
ans neyeHuns uennmaknn. AGGeKTUBHOCTb MPOOGUOTUYECKHMX
LWTAMMOB MUKPOOPraHM3MoOB — GUOJIOTMYECKN aKTUBHbIX
no6aBok (BAl) MoxeT 6biTb OnpaBAaHa MX CNOCOBHOCTbIO
OKasblBaTb NPOTMBOBOCMNANIUTENbHOE, UMMYHOMOAYIMPY-
louee AenNCTBME, a TaKXe BOCCTaHaBAMBaTb HOPMasbHbIM
6anaHC KMULIEYHON MUKPOOMOTHLI. B €AMHUYHbIX paHaOMM-
3UMPOBAHHbIX KOHTPONIMPYEMbIX UCCNeA0BaHMAX NOKalaHa
3QPEKTUBHOCTb OTAENbHbIX WTAaMMOB 6udunaobakTepum
[IN9 NOAaBNEeHUs XPOHMYECKOro BocnaneHns. Heo6xoamMmbl
JanbHenwune uccnegoBaHns ana GOpMMPOBaAHMUA OOHO-
3HaA4YHbIX PEKOMEHAALMN B OTHOWEHWU MPOOUOTUHECKOM
Tepanuu npu uenvaxkuu [54, 55].

2. B HacTosiwiee Bpems pa3dpabaTbiBalOTCA pa3fnyHble
dapmaueBTUYECKNE CpecTBa, NPUMEHEHWE KOTOPbIX, BO3-
MOXHO, MO3BOMIMT B 6GyAyLLEM 3acTpaxoBaTb NaLMeEHTa B Ciy-
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KJIMHUYECKUE PEKOMEHAALUUU

Yyae HenpeaHaMepeHHOro HapyleHus 6e3rnoTeHoBON ane-
Tbl (HaNpUMep, B Cny4yae NUTaHUS B OOLWECTBEHHbIX MeCTax).
K nogo6HbIM npenapataM MOryT 6blTb OTHECEHbI pas3finy-
Hble dopMmbl roTeHas, cneunduyeckme aHTEPOCOPOEHTHI
4NS NenTUAOB rMunajuHa, MHIMOUTOPbI PELLENTOPOB 30HY/U-
Ha, 610KaTopPbl «MMIOTEHOBLIX» peuenTopoB T-NMMdOUMUTOB,
UHrMéuTopsbl IL-2/IL-15.

Heo6x0aMM0 NoAYepKHYTb, 4TO Nt06ble MEAUKaAMEHTO3-
Hble CpefcTBa MOryT paccMaTpuMBaTbC TO/IbKO KaK BCMO-
mMoratefibHas Tepanus LeMakuu, HO He SBASIOTCS alb-
TepHaTuBOW Ge3rnTeHoBon aueTbl [56-58]. Cneayet
TaKXe NogYEPKHYTb, YTO HM OAMH U3 3TUx dapmnpenapa-
TOB B HacTosiliee BpeMs He MOXeT ObiTb PeKOMEHAOBaH
4NS NeYeHUs Lennakum, Tak Kak HU OAMH M3 HUX He 3aBep-
wun ctagmu lll KTMHUYECKUX UCMNbITAHWUI U HE 3aperncTpupo-
BaH B Poccuiickon deaepaunm.

YpoBeHb yoeagnTenbHOCTH peKomeHzayumn — B (ypo-
BeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5).

MpodunnaktTnka LennaKkum He paspaboTaHa.
CylwecTBoBaBlIEe [0 NOCNefHEro BpeMeHu npeacras-
NeHne, 4To MNPOAOMKMUTENbHOE TPyAHOE BCKapM/uBaHue,
BBeJEHUe MMI0TEeHCoAepKallero NnpMkopma B mMasblx 4o3ax
Ha ¢oHe rpyaHOro BCKapm/nBaHWS B BO3pacTe «OKHa Tone-
paHTHOCTU» (4—6 MeC) UM OTCPOYEHHOE BBEAEHUE MNI0TEHA
CHWXXalOT YacTOTy BO3HMKHOBEHWS LeNnakuu, OonpoBep-
FHYTO B X0f€e pPsSiia MHOIOLLEHTPOBbLIX PAHLOMWU3UMPOBAHHbIX
nnaue60-KOHTPOIMPYEMbIX UccneaoBaHui [59, 60].

BAKLIMHALIMA! NALMEHTOB C LLENTUAKUEN

MpodunakTuieckme MNPUBMBKKM NPOBOAATCA B MNepuos
pemuccuu. Llenvakua He aBNSieTCa NPOTMBOMNOKa3aHWEM
N9 BaKuMHauuu [61].

MaymMeHTbl C¢ UeNnaknen WMMeEIOT MOBbIWEHHbIK PUCK
MHOEKUMIA U MOBTOPHOW rocnutanu3auuu, B TOM 4ucne
no NPUYMHE HEMOMHOLIEHHOMO NMUTAHMS, MOBbILUEHHON MPOHMK-
LL@aeMOCTM KWlIeYHUKa, runocnneHnama. CoOTBETCTBEHHO,
NPoBeAEHUI0 BaKLMHONPODUIAKTUKN BOJIbHBIM LieNInaknem
TpebyeTcs yaensaTb ocoboe BHMMaHWe. Ha cerogHsawwHWM
[leHb OTCYTCTBYIOT y6eauTeNlbHble [OKa3aTeNbCTBa CBA3M
BaKLMHALMUKU C NOCNeayoLInM pasBUTUEM LieTMaKkuu [62].

[MpOTUBONOKA3aHUA K BaKLMHALMW Y NALMEHTOB C Lie/n-
aKuen He oTMYaloTCcs OT NMPOTMBOMOKA3aHWi B 340POBOM
nonynauvu. Bo Bpems npoBeaeHns BaKUMHaLUK NaLmMeHTam
C Lenvakuen cnepyet cobnogaTb CTporyio 6e3rnioTeHo-
Bylo AueTy. MpoBeaeHne NPobUNaKTUHECKOW BaKLUMHALUK
nauMeHTam c Lenaknen peKomeHaoBaHO B COOTBETCTBUM
C HauMOHaNbHbIM KaneHaapem npodUNakTUHECKUX Mnpu-
BMBOK C LENblo NPOOUIAKTUKM BaKLWHOYNPaBASEMbIX
MHPEKUMN/OCNOXKHEHNK. UMelolmnecs OaHHble YKa3blBa-
0T Ha TO, YTO MMMYHHbIA OTBET Ha GONbLUIMHCTBO BaKLIMH
y IleTeN ¢ LeNMaKkren He oTInYaeTcs oT TaKoBOro B Nonyns-
UMK B LEeNIOM, @ TUTPbl @aHTUTEN A0CTATOYHO BbICOKMU, HTOObI
o6ecneynTb AOSITOCPOYHYIO 3aLLUUTY.

[MpoTuBOpPEUMNBbLIE JaHHblE UMEIOTCH B HacTosllee Bpe-
MS B OTHOLIEHUU 3OPEKTUBHOCTM BaKLMHALMK MALMEHTOB
C LleInaknen npoTmB BUpyca renatuta A. Pag uccnegoBaHum
NoATBEPKAAIOT, YTO Y NeanaTpuyecKor nonynsumMm naumeH-
TOB C LIe/IMaknen MMMYHHbIM OTBET Ha BaKLMHY NPOTUB rena-
TUTa A aHaNorMyeH TaKoBOMY Y IeETEN KOHTPOIbHOM Fpynnbl.
B TO Xe Bpemsa B Apyrom uccrnegoBaHuu Gbin onpeaeneH
60n1e€e HU3KNMN UMMYHHbIM OTBET Yy NaLMEHTOB C LeMaKkuen,
BaKLMHUPOBaAHHbIX NPOTMB renatuta A. [onyyYeHHble AaH-
Hble HeO6X0AMMO MpPUHMMATb BO BHUMaHWe nNpu Habnoae-
HWUW 3@ NaLMEHTAMM C LieIMaknuen, 0co6eHHO NPOXKMBAtOLLM-
MU B 9HAEMMYHbIX NO renatuTy A permoHax [62, 63].

B cBA3K ¢ TeM, YTO AMKMM LWUITAMM POTaBUPYCHOW UHPEK-
UMM 6bl1 MOEHTUDUMLMPOBAH KaK MOTEHUMaNbHbIM daKkTop

pPUCKa pa3BUTUS LeNnaKkunu, CyLLLecTBYeT rmnoTeaa, Y4Tto cneuu-
duryeckaa npodunakTMka aTom BUPYCHON MHDEKLMK, 3aTpa-
ruBatollen KT, MOXKeT cbirpatb MOMOXKUTENbHYIO POSb
B NpoduNaKTUKE pasBWUTUS LeNMaKkuMuM B rpynnax pucKa.
B nccnegoBaHusx oTMedeHa TEHAEHLUMS K CHUXKEHUIO 3a60-
NeBaeMOCTHU LieNMaKknen B KOropTe BaKLMHUMPOBAHHbLIX UL,
B TeyeHune 4—6 net HabnoaeHns nocne BakuMHauuu. bonee
ONUTeNbHbIM nepuod HabnogeHus (11-14 net) noaTBEpPAUN
daKT 3HAYMTENBHOIO CHUKEHUS PUCKA Pa3BUTUS LIENNaKuu
B AETCKOM M MNOAPOCTKOBOM BO3pacTe y MNONy4YMBLLIMX Cneun-
Ppuryeckyto NpodrNaKTUKy OT POTaBUPYCHOM UHDEKLMK [64].

PekomMeHAOBaHO MNPOBECTM OUEHKY YPOBHA aHTu-
TeN Ha BBELEHHY0 paHee BaKLMHY OT BMPYCHOro renatu-
Ta B y nauvMeHTOB He3aBUCMMO OT BO3pacTa Ha MOMEHT
NOCTAHOBKMW AMarHo3a LeNnMaKknu C Leblo OLLEHKKU Hannyms
MMMYHHOIO OTBETa K JaHHOM MHOEKLIMU U KOPPEKLIMK MHAN-
BUAYaNnbHOro NiaHa BakuMHaLKUK.

MHOrOYMCNEHHBIMU UCCNELOBaHUAMU MOATBEPKAEHO
3HAYUTENIbHOE CHUXKEHME MMMYHHOIO OTBETa K MOBEPXHOCT-
HOMY PEKOMOWHAHTHOMY aHTUreHy renatuTa B y nauneHToB
C Lennakuen nocne NnpoBeaeHHoW MMMyHM3auun. CesasaHo
/I 3TO C FEHETUYECKOW HEBOCNPUUMMYMBOCTbIO OpraHM3ma
Unu ¢ Apyrumu daktopamu, Hanpumep ynoTpebreHuem
B MULLY rNtOTEHA, MOKa He BbISCHEHO [62, 63].

Ha cerogHAaWHWM [eHb HeT MNpSaMbIX  YKasaHui
Ha TO, 4YTO YpOBeHb aHTUTeN K HBSAE TpebyeT NoCTOSHHOro
MOHWTOPUHIa Npu JanbHenwem HabnlogeHMU 3a nauueH-
TOM, OAHAKO MPWU CHUKEHHOM KONMYECTBE CcneLnduyecKux
aHTUTen (B COOTBETCTBMM C MEXKAYHaAPOAHbIMU CTaHAapTa-
MW — TUTP aHTUTen < 10 ME/n) Heo6xoanMMO NpoBeaeHue
peBaKuUMHauuW. PeBaKuMHaLMa BaKUMHOM Ana npodunak-
TUKWM BUPYCHOro renatnta B addeKTUBHO BbI3bIBAET afek-
BaTHYIO BbIpabOTKY 3alUMTHbIX aHTUTEN Yy AeTen C uenua-
Kuen. B pganbHenwem cneayet paccmaTpvBaTb BBedeHWe
OyCcTEepHOM A03bl BaKLUMHbI 419 NPODUNAKTUKM BUPYCHOIO
renatuta B Kaxable 10 net — He3aBUCMMO OT CTEMEHMU
«HEBOCMNPUUMYMBOCTU» NaLMEHTA K BaKLMHE.

lMoCKONbKY Lennakusa ABNsSeTcs cambiM 4acTbiM 3abone-
BaHWEM, CBSI3aHHbIM C GYHKUMOHANbHBIM TMNOCMIEHU3MOM,
naumMeHTaM peKoMeHAOBaHO NpoBefeHMe BaKLMHaLWMK Mpo-
TUB MHEBMOKOKKOBOM MHOEKLIMKU C NPODUNAKTUHECKON LIENbIO.
[no6anbHble MNpaKTUYEeCKne pexkomeHaauun BcemupHon
racTPO3HTEPONOrMYECKON OpraHun3aunmM He TONbKO AEMOH-
CTPUPYIOT BaXHOCTb BbINOMHEHWUS MNPObUNAKTUYECKON Bak-
LUMHALMK B COOTBETCTBUM C yHMBEPCANbHbIM FPadUKOM Mpu-
BMBOK, HO ¥ YyKa3blBaloT Ha HeOOGXOAMMOCTb MpOBeAeHMSs
BaKLMHALMM NPOTUB MHEBMOKOKKOBOW, @ TaKXK€ MEHUHIOKOK-
KOBOM MHDEKUM 1 Haemophilus influenzae b [61-67].

YpoBeHb y6eanTenbHOCTH peKomeHzaymin — C (ypo-
BEHb [JOCTOBEPHOCTH [JOKa3aTe/IbCcTB — 5).

AUCNAHCEPHOE HABJIIOAEHUE

NMPU YCTAHOBJIEHHOM AUATHO3E LEJIMAKUU

3a nauMeHTaMu C LlesIMakMen ycTaHaBaIMBaEeTCs MNOXMU3-
HeHHOEe AncnaHcepHoe HabngeHue.

PekomeHgyeTcs HabnogeHne nauueHTa Bpayom-neau-
aTpoMm, BPa4yOM-racTpO3IHTEPOSIOrOM M, MPU BO3MOXKHOCTH,
BPa4oM-4METON0roM, MMELWMM ONbIT PaboThbl C NaunMeHTa-
MU C Lennakven. HabnogeHve ocywecTensercs 4O nepe-
BOJa NauuMeHTa BO B3POC/YO CETb, Aafilee — MOXMBHEHHO
B3pOC/bIMU CNeunanucTaMu.

PekomeHgyeTcs npuem (KOHCynbTaums) MeLuLMHCKOro
ncuxonora ana pebeHKa ¢ Lenvaknen M YNeHoB ero CeMbM
C LieN1bl0 NOBbIWEHMS KOMMNIAEHTHOCTU K COBMOAEHUIO CTPO-
rov noXM3HeHHon 6Ge3rnoTeHoBon aueTbl [40]. YpoBeHb
y6eanTenIbHOCTU peKomeHgauun — C (ypoBeHb JOCTO-
BepHOCTH JOKa3aTe/ibCTB — 5).



PekomeHayeTca cneaylowas KpaTHOCTb MpoBeAeHMs
AWCnaHCepPHbIX OCMOTPOB pebeHKa C yCTaHOB/EHHbIM Ana-
FHO30M LefIMaknu:

° nochne ycTaHOBNEHUS AMarHo3a B Te4eHue NepBoro roga
nocsne AMarHoCTMKM — KaK npasuno, 1 pa3 B 3—6 Mec;
e pfanee, Npu HopManu3aunn KIMHUYECKUX CMMMTOMOB

M CeposiorMyecKkmnx nokasartenen — B cpegHem 1 pas

B rog;
® npu HEO6XOAMMOCTU (COXPaAHEHWW CUMMATOMOB, HYTPU-

TUBHOW HEAOCTAaTOYHOCTH, AebUUMTHBIX COCTOAHMSAX,

OTCYTCTBWM NOSIOKMTENBHON AUHAMUKMN CEPONOTrUYECKUX

nccnefoBaHum U T.N.) — Yaule.

YpoBeHb y6eguTenbHocTH peKomeHgauymin — C (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

C y4eToM BbICOKOW YyBCTBUTENLHOCTU U cnelndUYHOCTH
COBPEMEHHON CePONOrM4ecKom AMarHoCTUKK, a TaKKe AoKa-
3aHHOM KOPPENsiLMK YPOBHS aHTUTEN CO CTEMNEHbIO AHTEPO-
naTtuv Befyllee 3Ha4YeHne B npoLecce HabnogeHns 3a naum-
€HTaMM C YCTaHOBMIEHHbIM AMArHO30M UMEeEeT AnHaMUYeCcKoe
onpeaeneHune coaepxanus anti-tTG B kposwu [1, 2, 40].

PekomeHayetcss onpeaeneHuve coaepxaHua anti-tTG
B KpoBM (MccnefgoBaHue ypoBHS anti-tTG IgA wnm anti-tTG
1g8G npu noaTBEPXKAEHHOM AeduumTe obwero ypoBHs IgA)
B TeYeHWe MNepBOro roga nocne yCcTaHOBMIEHUS AMarHo3a
nBaxAabl (4epes 3 (6) n 12 Mec) ¢ Lenblo CePOIOrM4ecKoro
KOHTPO/IS aKTMBHOCTK 3aboneBaHums.

YpoBeHb yoeanuTeNnbHOCTH peKoMeHaaymii — B (ypo-
BEHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 2).

PeKkomeHayeTcs exerogHoe onpeaeneHne cogepxaHus
anti-tTG B Kposwu (anti-tTG IgA unu anti-tTG 1gG npu nog-
TBEPXAEHHOM AeduLnTe o6LLero ypoBHs IgA) nocne Hopma-
NIM3auUMKN YPOBHS @HTUTEN C LieNiblo 06bEeKTUBHOIO KOHTPONA
cobnoaeHns 6earntoteHoBon anetsl [40].

YpoBeHb y6eauTenbHocTH peKomeHgauymin — C (ypo-
BEeHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

He peKkomeHayeTcs npoBeAeHWEe KOHTPOJSIbHOIO 3HAO-
CKOMWYECKOro nccnefoBaHus ¢ 3a60pomM 6MONTaToB CAN3U-
CTOM 060/104KM ABEHAALATUNEPCTHON KULLKU NPU HOPManu-
3aumn yposHs anti-tTG B Te4eHue roga nocne ycTaHOBAEHUS
AMarHo3a v YeTKOM NONOXKMUTENbHON KIMHUYECKOW ANHaMU-
Ke (MCYE3HOBEHME KMULWEYHbIX U BHEKMULIEYHbIX MPOSBNEHUN
Lenvakuun, HopManusaunsa napameTpoB GU3MYECKOro pas-
BUTHKSA) C LLE/bIO UCKIOYEHUS HEHYXKHbIX MHBA3UBHbIX AOPO-
rocToslnx BMmelatenbcTs [1, 2].

YpoBeHb y6eauTenbHocTH peKomeHgauymin — C (ypo-
BEHb JOCTOBEPHOCTH [JOKa3aTe/IbCcTB — 5).

PekomeHayeTcs npoBeAeHne KOHTPObHOMO 3HAOCKOMNM-
4YeCKOro uccnegoBaHus ¢ 3a6opom GMONTATOB CAM3UCTOM
060/104KM ABEHAALATUNEPCTHON KULLKKM B Cly4ae CTOMKOro
COXpaHeHUs NoBbllEeHHOro ypoBHA anti-tTG u EMA unu nep-
CUCTEHLMU CUMNTOMATUKK, HECMOTPS Ha NPOBOAMMYIO Ane-
TOTEPanuIo, C Lie/blo OLEHKM CTEMEHU NOBPEKAEHUSA CNNU3HU-
CTOM 060NI04KHM KULKK [3, 40].

YpoBeHb yoeauTeNnbHOCTH peKoMeHaaymii — B (ypo-
BEeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 2).

PekomeHayeTcs Ha KaxAoM 3Tane [AWCNaHCEPHOro
Ha6MOAEeHNS NPOBOAMTE KOMMNEKC KIMHUKO-1abopaTopHbIX
ncenegoBaHum:
®  KJMHWYECKWUIA OCMOTP M aHTPONMOMETPUYECKHE UCCNEenO-

BaHWS (M3MepeHne pocTa, Macchl Tena) — BCEM NaLUeH-

TaMm, B cpeaHeM 1 pas B rog;

° YccnepoBaHWe obLero (KNMHUYECKOro) aHanu3a Kposw
pa3BepHYTOro — BCEM NauuneHTam, B cpegHem 1 pa3 B rog;
° aHaln3 KPoBU OUOXMMMYECKUIM ObLleTepaneBTUYEeCKUI

(onpegenexue aktuBHocTM ACT B KpOBM, onpeaeneHue

akTMBHOCTU AJIT B KpOBMW, UCCNefoBaHUE YPOBHS dep-

pUTMHA B KPOBU) — B CPEAHEM E€XKEroaHo;

° uccnefoBaHWe YPoBHSA CBOGOAHOIO U CBA3AHHOMO BGUANPY-
61Ha B KPOBMU, onpejeneHne akTMBHOCTU ramma-rnyTaMun-
TpaHchepasbl B KPOBH, onpeaeneHne aKTMBHOCTM LLENoY-
HoM docdaTasbl B KPOBU, UCCiefoBaHNE YPOBHS O6LLEro
KanbLuusa B KPOBM, UCCNeaoBaHWE YPOBHS MOHW3WPOBAH-
HOro KanbLMs B KPOBW, UCCNefoBaHWE YPOBHS HeEOpraHu-
yecKoro ¢ochopa B KPOBM, UCCELOBaHUE YPOBHS XKenesa
CbIBOPOTKMU KPOBW, UCCnegoBaHue ypoBHS GONMEBON KUC-
NOTbl B CbIBOPOTKE KPOBW, ONpeaeneHne ypoBHsa BUTaMmUHa
B,, (unaHokoGanamuHa) B KpOBW, UCCNIEA0BaHNE YPOBHS
TPUMMLIEPUAOB B KPOBM, UCCNENOBaAHNE YPOBHS XOnecTe-
pvHa B KPOBM — OMLIMOHANBHO, NO NOKa3aHUSAM;

* uccnegoBaHue ypoBHS 25-OH BuTamMuHa D B KpoBU —
B CPeAHEM €XXEeroaHo;

° ucchnefoBaHvWe rOpMOHOB TUpeouaHoro npoduns (ucene-
noBaHue ypoBHSA TTI B KpOBM, UCCliedOoBaHWE YPOBHS
obuiero T4 cblBOPOTKU KPOBW, ONpeaeneHne copepra-
HUS @aHTUTEN K TUpPEONnepoKcnaase B KPOBU — B Cpea-
HEM eXerogHo, uccnegoBaHue ypoBHS TupeornobynvHa
B KPOBW, onpefeneHne cofepaHua aHTUTeNn K TMpeo-
rno6ynnHy B CbIBOPOTKE KPOBM — MO NOKa3aHUSaM);

® KOMposoru4yecKkoe nccnefoBaHne — B CPEAHEM EXKEro4HO;

e Y3W opraHoB O6pPIOWHON MNONOCTU (KOMMIEKCHOE) —
no NOKasaHusM;

°  Y3U WMTOBUAHOM }eNne3bl U NapallMTOBUAHbIX XKenes —
B cpeaHeM 1 pas B rog;

e Y3M maTkM M npuaatkoB TpaHcabaomuHanbHoe (Y3U
OopraHoB Masioro Tasda) y AeBo4YeK cTapwe 12 ner —
no NoKasaHusM, B cpegHem 1 pas B rog;

® PEHTreHOAEHCUMTOMETPUIO MOSICHUYHOrO OTAeNa No3BO-
HOYHMKa (1 pa3 B 2 roga) — no noKasaHuswm;

® KOHCYNbTaUMIO CMEeLManncToB Mo MOKa3aHUsSM: MNpuem
(OCMOTp, KOHCYNbTaLMs) Bpadya AETCKOro aHAOKPHUHOora
NEPBUYHBIN U NOBTOPHLIN (B TOM YWCANE C LIENbIO OLLEHKHU
Heo6X0AMMOCTU CKPUHWUHIOBBIX UCCNeA0BaHUI Ha npea-
MeT gebloTa caxapHoro guvabeta), npuem (OCMOTpP, KOH-
cynbTauusa) Bpadva-ctoMartofiora AETCKOro MNepBUYHbIN
W NOBTOPHbIN, MPUEM (OCMOTP, KOHCyNbTauus) Bpaya-
AepmaToBeHeposiora NepPBUYHbIA M MOBTOPHbLIA, NPUEM
(TeCTMpOBaHWeE, KOHCYNbTaLMSA) MEAMLMHCKOIO MCUXONO-
ra nepBUYHbIN U MOBTOPHbLIA KU NP.

YpoBeHb y6eguTenbHocT peKomeHgaumin — C (ypo-

BEeHb JOCTOBEPHOCTH [JOKa3aTe/IbCTB — 5).

OPrAHM3ALIMS OKA3AHUSA MEAULIMHCKOM MOMOLUHU

MaumeHTaM ¢ LenMakmen B 3aBUCMMOCTM OT HEOBXOAM-
MOCTU MOXKET ObITb OKa3aHa MeanLMHCKas NoMollb 1t060ro
BMAA, YCOBUS, GOPMbl, NPeayCMOTPEHHbIX 3aKoHoAaTe b-
cTBOM Poccuiickon ®eaepaumu.

Cnepyet rocnutanuM3vMpoBaTtb B CTaLMOHap AeTen
Nno NOKasaHWsAM, HanpuMep C BblpaXKEHHbIMU MPOSIB/EHU-
AMU CUHAPOMA Manbabcopbuuu (Taenas HyTPUTUBHASA
HeoCTaTOYHOCTb, HapyWeHUs BOAHO-3NEKTPOSIMTHOIO
o6bMeHa), A4ns nNpoBeAeHUs MOJIHOM AMArHOCTUYECKOM Mpo-
rpamMmbl, KOppPeKLUMU MeTaboNnyecKUx HapyLeHnn, npose-
[IeHVA 3HTEepasbHOro/NapeHTepanbHOro NUTaHus, noaéopa
WHAMBUAYaANbHOIO BapnaHTa 6e3rntoTeHoBON ANeThl, peabu-
NIUTALMOHHbBIX MEPOMNPUATUI, @ TaKKe NALMEHTOB C TAXKEN0N
COMNyTCTBYIOLLEN NATONIOTMEN NN OCIOXKHEHUAMM K ap. [3].

[eTaM co CcpeaHETIKEeNbIM U JIEFKUM TeYEeHUEM Lenu-
aKWUM OMarHocTMyecKkas nporpaMma C KOMMJEKCOM Tepa-
MMM M OUEHKON 3bDEKTUBHOCTU 6E3MNMIOTEHOBOW AUETHI
MOET NPOBOANTLCA B raCTPOIHTEPONIOrMYECKOM CTaLlMOHa-
pe / AHEBHOM cTalLMOHape.

MayneHtTam ¢ MaloCMMNTOMHbIM/6GECCUMMITOMHbIM
TeYeHUEeM LEeNMaKum KOMMIEKC MepPBUYHOW AMATHOCTUKM
NpY HaNN4YMM ANAarHOCTUHECKMX BOBMOXKHOCTEN (NpoBeaeHne
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KJIMHUYECKUE PEKOMEHAALUUU

ArAC, ceponornyeckass auMarHoctuka, HLA-TMnupoBaHue)
MOXET 6blTb OCyLeCcTBEH B amOynaTOPHbIX YCI0BUSIX.

[narHocTuka uennakum 6e3 npoBeaeHns natonoroaHa-
TOMMYECKOrO (TMCTOIONMYECKOro) UCCNea0BaHNs, COrnacHo
npotokonam ESPGHAN 2012-2020 rr., MOXeT ocyllecT-
BNATbCA amMOBynaToOpHO, OAHAKO OKOHYaTesNbHOE 3aK/toye-
HWe Mo AMarHo3y AOMKEH BbIHECTW crneunanuct, obnagato-
W1 ONbITOM BEAEHUS NALMEHTOB C 3TOM NaToNOrnen.

UCXO0Abl U MPOTHO3

CTporas noxu3HeHHas 6e3rnTeHoBas AneTa aBnsertcs
3a/10roM HopManu3aLunm CTPOEHUS 1 GYHKLMIA TOHKOM KULLKM,
yCTpaHeHUs1 0O6MEHHbIX HapylweHui, obecneyeHnss HopMab-
HbIX TEMMOB GUINYECKOr0, MCUXMYECKOrO U MOSI0BOr0 pa3su-
T™Ms pebeHKa. JononHuTenbHoe MeANKaMeHTO3HOoe iedeHne
NPOBOANTCS NO MHAMUBUAYAbHBIM NOKa3aHusaMm [68].

Mo3aHsAs AMarHoCTUKa 3Ha4YUTENbHO YBENMYMBAET PUCK pa3-
BWUTMSI CEPbE3HbIX OCMOXKHEHWI, TaKMX Kak Gecnnogue, octeo-
nopo3, HEBPONOrMYECKME HaPYLIEHUS U OHKONMOrM4yeckme 3abo-
NleBaHus (B YaCTHOCTH, T-KNETOYHOM IMMPOMbI TOHKOM KULLKM).

Mpn CTPOrom NOXM3HEHHOM cobnioAeHnn 6e3rNTEHO-
BOW AMETbl NPOrHO3 61aronpuUATHLIN.

Mpwn cTporom cobnogeHnn 6e3rntoTEHOBON ANEThl 6onee
5 net puUCK OHKONIOrMYECKUX 3aboneBaHui NpubnnxKaeTcs
K NonynsauMoHHOMY. PUCK BO3HUKHOBEHMS ayTOMMMYHHbIX
3ab6oneBaHU (B 0OCO6EHHOCTM ayTOMMMYHHOIO TupeonanTa
W caxapHoro gnabeta 1-ro TMna) U 0cTeonopo3a ocTaeTcs
NOBbILUEHHbIM, YTO HEOBXOAMMO Y4YUTbIBATL NPU AUCMIaHCep-
HoM HabnaeHumn [69, 70].
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NMPUIOKEHUA

MpunoxxeHue 1. LLikanbl oleHKU yPOBHEN OCTOBEPHOCTU A0Ka3aTenbcTB (YA) ANA MeTOA0B ANArHOCTUKM,
npodunakTUKK, Ne4eHus, MeAULMHCKON peabuanTaLlmum, B TOM YUCJie OCHOBAHHbIX HA UCNO/Ib30BaHMU NPUPOJHbBIX
nevyeo6HbIX GaKTOPOB (AUArHOCTUYECKUX, NPOPUTAKTUYECKHUX, JIe4EeOHbIX, peabuIUTalMOHHbIX BMeLlaTe/IbCTB)

U LWKaNa OueHKN YPOBHEN yoeauTebHOCTU pekomMmeHaauun (YYP) ana metoaoB NpodUNakTUKU, AUArHOCTUKM,
Jle4eHUs, MeAULMHCKON peabunuTalmm, B TOM YUC/le OCHOBAHHbIX Ha UCMOJIb30BaHUU NMPUPOAHDbIX 1e4eOHbIX
dakTopoB (NpodHUNakKTU4ECKUX, AUArHOCTUYECKHUX, JiIe4eOHbIX, peabuJIMTalMOHHbIX BMeLlaTe/lbCTB)

Ta6nuua 1. lLikana oueHKW ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YA) Ans MeToA0B ANarHOCTUKKU (AMarHOCTUYECKUX BMellaTeNbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yaa

PacwuudpoBKa

1

Cucrematnyeckune 0630pbl UCCNefoBaHUI C KOHTPoNeM pedepeHCHbIM METOLOM MU CUCTEMATUYECKUI 0630
pPaHLOMU3UPOBAHHbIX KIMHUYECKUX UCCIEA0BAHUI C NPUMEHEHWEM MeTaaHan13a

OTaenbHble UCCefoBaHuUs ¢ KOHTponeM pedepeHCHbIM METOA0M UK OTAENbHblE PAHAOMU3UPOBaHHbIE KIMHUYECKKe
2 nccnenoBaHUs U cuctemaTnyeckme 0630pbl ccnefoBaHui Nt060oro AM3anHa, 3a UCKIDYEHUEM PaHAOMU3UPOBAHHbIX
KIMHUYECKMX UCCIef0BaHUI, C MPUMEHEHWEM MeTaaHanmM3a

Yucne KOroptHble nccnegoBaHua

Wccnenosarus 6e3 NocieoBaTe/lbHOro KOHTPOSIA pedepeHCHbIM METOLOM, WK UCCNe0BaHMs C pedEePEHCHbIM METOLOM, He
3 ABNAOLMMCH HE3aBUCUMMbIM OT UCCIelyeMOro MeToza, Ui HepaHAOMU3UPOBaHHbIE CPABHUTESbHbIE UCCIE0BaHNS, B TOM

HecpaBHWTENbHbIE UCCNELOBAHNSA, ONUCAHUE KIMHUYECKOrO cryyYas

NmeeTca nnwb 060CHOBaHWe MexaHu3ma AeCTBUSA UM MHEHWE 3KCMEPTOB

Ta6nuua 2. LLIkana oUueHKM ypoBHEN JOCTOBEPHOCTH AoKasaTtenbcTB (YA4) Ans MeToaoB npodunaKTUKK, NeYeHUs u peabunmtaunm

(NpodunakTU4eCKUX, Ne4ebHblX, peabunMTaLnoHHbIX BMeLLIaTenbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,

rehabilitation interventions)

yan PacwudpoBKa
1 CucteMatyeckunii 0630p paHAOMU3UPOBAHHbBIX KTMHUYECKUX UCCNEeA0BaHWI C NPUMEHEHWEM MeTaaHanMsa
5 OTaenbHble PaHAOMU3UPOBaHHbIE KIIMHUYECKUE NCCNefoBaHus U cucTemaThyeckue 0630pbl UCCNENOBaHNUI Nt060ro AnsanHa,
3a UCKJ/II0YEHMEM PAaHAOMU3UPOBAHHbIX KIMHUYECKUX UCClieloBaHWM, C MPUMEHEHUMEM MeTaaHanmaa
3 HepaHaomMuanpoBaHHble cpaBHUTENbHbIE UCCNIEA0BaAHWS, B TOM YUC/I€ KOFOPTHbIE UCCNIeA0BaHMS
4 HecpaBHWTeNbHbIE UCCNEJOBAHUS, OMUCAHWE KIIMHUYECKOTO CyYas Uin CEPUM CIyHYaeB, UCCNENOBAHUS «ClyHal — KOHTPOb»
NmeeTca nnib 060CHOBaHUE MexaHM3Ma AeNCTBUS BMeLaTeNbCTBa (AOKIMHUYECKUE UCCNEe0BaHUS) MU MHEHWE SKCNEPTOB
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KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 3. LLIkana oueHKW ypoBHeN y6eanTenbHOCTH pekomeHaaumnin (YYP) ans MetoaoB npoduUnakTUKK, AMarHOCTUKK, NeYeHns 1
peabunutaunn (NPOPUNaKTUYECKNX, ANAarHOCTUYECKHUX, IeHEeOHbIX, peabuINTaLMOHHbIX BMeLaTeNbCTB)

Table 3. Scale of assessment of levels of persuasiveness of recommendations for methods of prevention, diagnosis, treatment and
rehabilitation (preventive, diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBka

CunbHas pekomeHaaums (Bce paccMaTpuBaemble Kputepum adpdeKTUBHOCTHM (MCXObl) ABNSIOTCA BaXKHbIMW, BCE UCC/Iej0BaAHUS
A MMEIOT BbICOKOE WK YA0BNETBOPUTENIbHOE METOL0NOMMYECKOE KavyeCTBO, UX BbIBO/bI MO MHTEPECYIOWMUM UCX0AaM ABASIOTCS
corfnacoBaHHbIMK)

YcioBHas pekomeHaaLus (He Bce paccMaTpuBaeMble Kputepun addOEeKTUBHOCTH (UCXO/ibl) ABAAIOTCA BaXHbLIMM, HE BCE
B MCCNeoBaHNs UMEIOT BbICOKOE UK Y0BNETBOPUTENIbHOE METO/0/I0MMYECKOE KayeCTBO U/WUMIU UX BbIBO/bI MO MHTEPECYIOLLUM
“cxomam He SBMIATCA COrnacoBaHHbIMM)

Cnabas peKkoMeH/alLus (0TCyTCTBME AoKa3aTeNbCTB HaANexalllero kayecTsa — BCe paccMaTpuBaeMble KpUTepun
C 3G HEKTUBHOCTH (MCXO/Ibl) ABNSIOTCA HEBAXHbLIMU, BCE UCCIE0BAHNA UMEIOT HU3KOE METO/J0/I0NMYECKOE Ka4yeCcTBO U UX BbIBOAbI
N0 MHTEPECYIOLMM UCXOaM He ABSIOTCSA COrnacoBaHHbIMM)

MpunoxxeHue 2. ANropuTtmbl JeMCTBUA Bpaya
ANroputm gencTBuM Bpava Nnpu NoA03pPEHUN Ha LeJIMaKUIo B COOTBeTCTBUMU ¢ Kputepuamu ESPGHAN 2020

Mopo3peHue Ha LeUaKuIo
(HanuMuue xapaKTepPHbIX CUMMTOMOB WM PE6GEHOK U3 rpynnbl PUCKa)

OnpeneneHne coaepaHns aHTUTEN K TKaHEBOW TpaHCcriyTaMmMHase B KpoBUM (MMMyHoOrno6ynrMHa knacca A (I1gA))
1 UccnefoBaHue ypoBHS MUMMYHOrno6ynnHa A B KPOBM
OnpefeneHune cogepraHus aHTUTEN K TKAHEeBOW TpaHCryTaMmuMHase B KPOBU (MMMYyHOro6ynnHoB Knacca G ( 1gQ))
Npv HA3KOM YPOBHE UMMYHOTI06yIMHa A B KPOBHU

Y

MpoaonKeHne AMarHocTM4ecKoro
NoucKa ANs UCKIIOYEHUS APYTUX
3aboneBaHum

AHTWUTENa NOBbIWEHbI?

YpoBeHb NOBbIWEHUSA aHTUTEN

/\

[OnarHo3s
BepndunumMpoBaH? > 10 Hop™m <10 HopMm
fda Het
Y A
06¢cyanTb C POAUTENIMU BO3MOXKHOCTb 9IAC ¢ Guoncuen
Tepanus OCHOBHOIO CepoHeratuBHas ANK wn
3a6oseBaHus uenuakua? r1oCTaHoBIN Anartosa naTosoro-
. 6e3 NpUMeHeHns 61oncum ™

aHaTOMWUYECKUM
i nccneaoBaHuem

[ononHutenbHoe o6cnefoBaHmne

Ana BepuduKaumm amarHosa ﬂa Het v A4
* BT.4. Ha GOHE HarpyaKm Cornacwe nosy4yeHo? 3HTEpO- 3uTEpo-
rNIOTEHOM (MO NOKa3aHUAM): natus natus

— KOHTpO/b OonpeaenexHuns \/ B CT. Marsh B cT. Marsh
CO/lepKaHUA aHTUTEN K 0/1 2/3
TKaHEBO TpaHCTyTaMmuHase HanpasneHue K cneunanucry
B KPOBY (MMMYHOTN0GYNMHA (Bpay-racTpoaHTEPOSOr)
knacca A (IgA)) Het

Y A4
— onpeaeneHne coaepaHus ;
aHTUTEN K 3HAOMMW3UIO B KPOBM epecmMoTp [wnarto3s
6uonTaToB NoATBEPHAEH

(MMmMyHOrno6ynuHa knacca A
(NpaBuib-
(IgA) AHTUTENA AHTuTENA HOGT
~ 3IAC n Groncns AMK K TKaHeBoOW K TKaHeBoi opueHTaLmH?)
C OMOLLBIO SHAOCKONAM, TpaHcryTamuHase (+) || TpaHcrnyTamuHase (+)
naToforoaHaToMuyecKoe
vccneaoBaHme 6UONCUIMHOIO K 3HAOMU3NIO (+) K 3HAOMU3NIO (_) +
(onepauunoHHOro) Mmatepuana JnTepo-
ANK natua HaszHaveHune
* MoneKynsipHo-reHeTU4ecKoe B cT. Marsh 6e3rITEHOBO
1ccnefoBaHue (onpeaenexue [lMarHos noATBepKAeH. 0/1 aneThl
retos HLA-DQ2/DQ8) HasHa4yeHune
6e3rTeHOBOM Het ¢
AneThbl
MoTeHunanbHasa
T Liennakus

lMpumeyarmne. ATAC — azodaroractpoayoaeHockonus; AMNK — aBeHaguaTMnepcTHasa KULWKa.
Note. EGDS (3rJC) — esophagogastroduodenoscopy; D (4MNK) — duodenum.



Anroputm o6cnefoBaHUA NaLMeHTa U3 rpynnbl PUCKa no uenanakuu
B COOTBETCTBUM ¢ Kputepuamu ESPGHAN 2020

Fpynna pucka no pa3BUTHUIO LieJIMaKUU NPU OTCYTCTBUU CUMNTOMOB

!

MoneKynsipHo-reHeTu4ecKoe BoicTpble TecTbl (POC tests) (IgA-aHTUTENa K TKAHEBOW TpaHCrnyTaMmuHase;
ncecnenosanne MMMyHOXpomaTorpadryecKkmin aHanuna; Habop peareHToB A5t in vitro auarHocTuku (MB/))
(onpepenexue reHoB HLA-DQ2/DQ8) n/mnm
OnpeaeneHve coaep)aHna aHTUTeN K TKAHEBOW TpaHCriyTaMuHase B KpoBU

(MmmyHornobynuHa knacca A (IgA)) u uccnepgoBaHue ypoBHS
MMMYHOTno6ynvHa A B KpOBHM
OnpeaeneHve coaep)aHna aHTUTeN K TKAHEBOW TpaHCriyTaMuHase B KpoBU
(MMMyHOrno6ynuHoB Knacca G ( 1gG)) Nnpn HU3KOM ypoBHE
MMMYHOTrno6ynvHa A B KpOBHM

Het MmetoTcs annenu Aa T
HLA-DQ2/DQ8?

A4

[eHEeTUYECKUI PUCK LLeNNaKnum
oTCyTCTBYET
C BEPOSATHOCTbIO 98—-99%

Aa AHTUTena Het
NOBbILWEHbI?
A
YpoBeHb NOBbIWEHUA? Hanuyne uenvakum
KpaunHe
Y Y
ManoBeposATHO
> 3 HOpM < 3 HOpM
A
¢ PaccMoTpeTb npoBeaeHue
MONeKynsapHo-
Ar/C v 6uoncus AMNK ¢ nomoLblo v FeHETHYECKOrO
3HLOCKOMNWMK, NaToNOro-aHaToOMU4yecKoe OnpepeneHune cogepaHus uccnefosaHus
(onpeneneHue reHos
ecneposarme < AHTUTEN K IHAOMU3UIO HLA-DO2/DQ8),
6MONCHITHOrO (ONepaLMOHHOrO) B KPOBM (MMMYyHOr106yNnHa no peaynbTatam —
matepuana AMNK Knacca A (IgA)) CM. BblllE
¢ ¢ B anroputme
Y AHTUTENA AHTUTENA TpaH3nUTOpHOE
K 3HOMM3HIO (+) | | K SHAOMU3UIO (=) noslllerne
aHTUTen K TKaHesou
CMm. Bbile ANropuT™ AencTBui Bpaya TPaHCryTaMuHase?
MpW NOJO3PEHUM Ha LieINaKmnio N KowTpons arTuten
K TKaHeBOn
TPpaHCrnTaMmmMHase
yepes 3 Mec
Ha rnTeHcoaepKallen
averte

lMpumeyanne. ATAC — 33odaroractpogyoaeHockonus; AMNK — gBeHaguatMnepcTHas KULWKa.
Note. EGDS (3r4C) — esophagogastroduodenoscopy; D (4MK) — duodenum.
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Mpunoxxkenue 3. AudPpepeHunanbHas AUarHoCcTUKa Lieimakum

C APYrUMHU MIOTEH3aBUCUMbIMU COCTOAHUAMMU

Ta6nuuya 1. InddepeHumanbHas aMarHoCcTuKa Lennakmum 1 rnioTeH3aBUCHMbIX 3a60eBaHUi (@nneprua K 6eKy niueHuLbl,
YyBCTBUTENIbHOCTb K MMIOTEHY, HE CBA3aHHas C LieiMakuen)
Table 1. Differential diagnosis of celiac disease and gluten-related diseases (wheat protein allergy, non-celiac gluten sensitivity)

YyBCTBUTE/IbHOCTD K FNIOTEHY, HE

Anneprus K 6eNKy niieHu1Lbl

rMTEHa

KOMMOHEHTa NuweHnLbl (GpyKTaHbl,
dpyKTOOAMrOCaXapuabl)

P L] LA CBfi3aHHaf C uenanakuen (IgE-onocpepoBaHHanN)
3abonesaemocTb 1% 0,6-6% 1%
0,
[eHeTn4yecKas B 95% HLA-DQ2, HLA-DQ8 B 50% HLA-DQ2, HLA-DQ8 100% aTonua (nuuieBas
npeapacnonoXeHHOCTb anneprus)
HeunsBecTeH, BO3MOXHO
AYyTOMMMYHHas peaKkuus HapylleHne UMMYHHOIO OTBETa, IgE-3aBUCUMas peakuus
MNatoreHe3s B OTBET Ha NOCTYMN/ieHne HENepeHOCMMOCTb YrNeBOJHOI0 Ha NULLEBbIE annepreHxsbl

NweHnLbI

AHTUTENA B CbIBOPOTKE KPOBMU

tTG, EMA, DGP, AGA Knacca

B 50% — AGA knacca IgA

sIgE K nweHuue, sIgE
K oMmera-5-rnvaguHy

IgA (aHadunakxcus), B 25% — AGA
Knacca IgG
[McTonornyeckme M3MeHeHus Marsh 1-4 (8 Gonbwe# Marsh 0-1 Marsh 0-2
ctenexu 3/4)
ATpodUSA CNM3UCTON 060N0YKHU MpucytcTByeT OtcyTcTBYET MoxeT npucyTcTBOBaTb

CuMnATOMBI

KuweyHble 1 BHEKULLIEYHbIE

KuweyHble 1 BHEKULWWEYHbIE

KuweyHble M BHEKULEYHbIE

Bpems oT MOMeHTa NnoTpe6/eHuns

ANeThl

Yacbl-mecaubl Yacbl-AHK MUHYyTbI-4achl
rtoTeHa 40 NOSABNEHUS CUMNTOMOB
. MHanBuAayanbHo.
Co6nioaeHne 6e3rnioTeHoBOWM ANBUAY
MOXW3HEHHO HeunsBecTHO B cpeaHem o 6 nert, B ciayvyae

aHabuNaKCMnM — NOXU3HEHHO

lMpumeyarune. tTG — aHTUTENa K TpaHcrnyTamuHase; EMA — aHTuTena K aHagomusuio; DGP — aHTUTena K guammManMpoBaHHbIM NenTuaam;

AGA — aHTUIMMagMHOBbIE aHTUTENa.

Note. tTG — transglutaminase antibodies; EMA — endomysium antibodies; DGP — diamidated peptides antibodies; AGA — anti-gliadin

antibodies.

Ta6nuua 2. 3a6oneBaHus, ¢ KOTOPbIMKU HEO6GXOAMMO NMPOBOAUTL AnddEPeHLMaNbHYIO ANArHOCTUKY LIEIMAKUM Ha OCHOBAHUK

KJIMHUYECKOWM CUMMNTOMATUKHK

Table 2. Diseases that should be differentiated from celiac disease based on clinical symptoms

FacTpoMHTEeCTUHA/IbHbIE CUMNTOMbI

3a6oneBaHus

CuHapoM Manbabcopbumm

MyKoBucLKNA03
CuHgpom LLiBaxmaHa — [JavimoHAa

AyTOMMMYHHas aHTeponaTtus

Ab6eTanunonpoTenHemus

HepoctaToyHOCTb MaHKpeaTU4YeCcKon nnnasbl
BpoxaeHHas nMMbaHrMaKTasnsa KuweyHnKa (cMHapom BanbamaHa)

HepoctaTo4HOCTb TPUMNCUH-3HTEPOKUHASI

CKP-noao6Hble CUMNTOMBI

KonnareHoBas cnpy
Nam61103

Mnorammarno6ynMHeMuns
KuweyHaa numdpoma

NwemMn4ecKunin aHTeput

Tponuyeckas cnpy
Ty6epKynes3 TOHKON KULLKK
BonesHb Yunnna

CuHAPOM M36bITOYHOro 6aKTepmnanbHOro pocta
BocnanutenbHble 3a6o/ieBaHns KULWEeYHUKa (6one3Hb KpoHa)

JHTeponaTtus, BbldBaHHas BUPYCOM MMMYHoeduULUTa YeNloBEKa

CvHAPOM pasaparKeHHOro KulleyHuKa

HenepeHocMMOCTb NaKkTo3bl, GPYKTO3bI

[pyrne uMMyHoAedULUTHBIE COCTOAHMUSA

Muwesasn anneprus (B TOM 4Y1cne K 6Ky KOpoBbEero MOJIOKa)
HenepeHocMmocTb coeBoro 6enka

CuHapom 3onnuHrepa — 3nauMcoHa
CocTosHMA, conpoBoXjatolmnecs edULUTOM Macchl Tena (HepsHas
aHopeKcusa)




Ta6nuua 2. OKOH4YaHKe
Table 2. Ending

FacTponMHTeCTUHANbHbIE CUMNTOMbI

3a6oneBaHusa

[oBbllEeHWE aKTUBHOCTHU CbIBOPOTOYHbIX aMUHOTPaHCdepas

BupycHble renaTtuthl (A, B, C, D, E)

AYyTOMMMYHHBIX renaTut

JlekapcTBEHHbIE NOPaXKeHUs NeYeHn

HeankoronbHas »uMpoBas 60n1e3Hb NevyeHn (MeTabonnyeckun acco-
LMMpoBaHHas Xunposas 601e3Hb NeyYeHu)

MepBHYHbIE MMONATUK

BonesHb KpoHa

HapylweHune GyHKLUMUM WUTOBUAHON XKenesbl

Haanoye4yHnkoBas HeAoCTaTOYHOCTb

BHeKuLeYHble CUMNTOMbI

3a6oneBaHus

3ajepiKKa pocTa u pa3BuUTHA pebeHKa

MnodunsapHbIM HAHU3M

CuHApPOManbHble GOopMbl HU3KOPOCIOCTH

XpOHHUYeCcKMe 3aboneBaHns NOYEK C pa3BUTUEM NOYEYHON
HeLOoCTaTO4YHOCTH

3a6oneBaHns CycTaBOB M ONOPHO-ABUraTe/IbHOro annapaTa

FOBEHUNbHbBIN MANONATUYECKUI apTPUT

PeBmMaTOMAHBIN apTpUT

CucteMHasa KpacHas BonYaHka

Ty6epKynes u gpyrune MHGeKLNOoHHble 3a60neBaHKs C NoparKeHnem
cycTaBoB (6pyLennes, Ty1apemms)

KenesogedpuumtHasa aHemus

AHEeMus XpOHUYeCKnx 3abonesaHum

Tanaccemus

[lpyrue, pefikne MUKpOLMTapHbIE TMNOXPOMHbIE aHEMUMU
(cnpepobnacTHble, BPOXKAEHHbIEe reMornobuHonaTnm)

3ajep)KKa nonoBoro passBuTus

KoHcTuTyLMoHanbHasa dopma 3aieprKKu MOI0BOro CO3PeEBaHMUS
XpoMocoMHble 3a6oneBaHus (cMHapoMbl KannmaxHa, MNMpagepa —
Bunnu, lopeHca — MyHa — bapge — buans, Paccena — CunbBepa,
XeHpa — Wionnepa — KpucyeHa)

[1710X0 KOMNEHCMPOBaHHbIN caxapHbli AgnadeT

3a6oneBaHuWs WUTOBUAHOM }enesbl U APYrUX IHLOKPUHHbBIX
opraHoB (6051e3Hb MueHKo — KylimHra, runeptupeos,
nponakTuHoma)

HepoctaTtoyHoCTb MUTaHKA

XpOHUYECKNE AEKOMMEHCUPOBaHHbIE 3a60/1€BaHUS NEeYEHH

M noyeK

MoBbilWeHHble GUINYECKUE HArpy3KM (3aHATUS NPodeCCUOHaNbHbIM
CropToMm)

Ta6nuua 3. MMcTONaTONOrM4EeCKME U3SMEHEHUS NPU APYTUX COCTOSHUAX, KOTOpPble MOTyT Notpe6osBaTtb AnddepeHLanbHOM AMarHoCTUKK

C uenvaxkuen

Table 3. Histopathological changes in other conditions that may require differential diagnosis with celiac disease

CoCTOSiHUSA, MPY KOTOPbIX OTMEYaloTCA HoOpMaJibHasa
apPXUTEKTOHWKa BOPCUHOK + NOBbIWEHHbIA ypoBeHb M3J1

CoCTOSIHUS, MPU KOTOPbIX MOTYT HaGalOAaTbCA YMEepeHHan
aTpodusa BopcuHoK (Marsh 3A) + noBbilWEeHHbI YypoBeHb M3J1

MuweBasn anneprus c ceHcnbunmsalmen K KOpoBbLEMY MOJIOKY, CO€,
pbibe, ALy U T.4.

f13BeHHas 6051e3Hb

HP + ractpoayoneHut

lNMpumeHeHne nekapcTBeHHbIX Npenapatos (HMNBI, UMMM)
MHdeKuMoHHbIe 3aboneBaHns (BUPYChl, Bbi3biBatlOWMe IHTEPUT,
Giardia, Cryptosporidium)

MMMmyHHas aucperynauunsa (peBMaToOUAHbIN apTPUT, TUPEOUANT
XallnMoTo, paccesiHHbIN CKIEpOo3, ayTOMMMYHHas aHTeponaTtus)
MNepBuYyHble MMYHOAeDULUKUTLI (06Wasn BapuabenbHas UMMyHHas
HeA0CTaTO4YHOCTD)

PeaKkuwus «TpaHcnnaHTaTt NpoTUB X03MHa»

BocnanutenbHble 3a60/1€BaHUs KMLWEYHUKa

CVHAPOM M36bITOYHOrO 6aKTeEpPUanNbHOro pocta

CVHAPOM CNenom KUWeYHON NeTnm

MUWKPOCKONUYECKNUIA KONUT (MMMdOLMTapHbIN, KONNareHO3HbIN)
CVHAPOM pa3apaxeHHoro KuweyHunka (CPK)

YyBCTBUTENbHOCTD K IMIOTEHY, HEe CBA3aHHas C LenvaKkuei

MHdeKuun (Tponmyeckas cnpy, ngIM61103,
Mycobacterium avium, BU4-aHTeponaTtus)
KonnareHoBas cnpy

AyTOMMMYHHasi 3HTeponaTus

06wmn BapnabenbHblin UMMYHOAEDULUT
PeaKuus «TpaHcnnaHTaT NpoTUB X035MHa»

B3K (6one3Hb KpoHa)

JlekapcTBeHHble npenapaTtbl (MMKOdeHonata ModeTu, KONXULMH,
ofiMecapTaH, no3apTaH)

PaguoxumuoTepanus

MMmmyHoMogynupytowas Tepanus (@HTu-CTLA4-aHTUTENQ)
Q03UHODWIbHbBIN FACTPOIHTEPHUT

CUHAPOM M36bITOYHOro 6aKTepUanbHOro pocta

T-kneTo4yHas numdoma, accounnpoBaHHas ¢ aHTeponaTunewn (EATL)
BenkoBo-3HepreTMyeckas He4oCTaTOYHOCTb

Amunongos

60ne3Hb Yunnna,

MpumeyarHmne. MIJ1 — mexanutenuanbHble numbounTtsl; HP — Helicobacter pylori; HMBI — HecTepouaHble NPOTUBOBOCNANUTENbHbIE Npe-

napatbl; UMM — MHrMéutopbl NPOTOHHOM NoMnbl; B3K — BocnanutenbHoe 3a6oneBaHne KULLEeYHNKaA.

Note. IELs (M3J1) — intraepithelial lymphocyte; HP — Helicobacter pylori; NSAID (HMBI) — non-steroidal anti-inflammatory drugs;

PPI (UMMM) — proton pump inhibitor; IBD (B3K) — inflammatory bowel disorder.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuuya 4. LLlkana AMarHocTUKKU LenMakum
Table 4. The scale of diagnosis of celiac disease

NMpu3Haku Bannbl

CumnTombl

* Manbabcopbuuns 2

e [ipyrve BO3MOXHble CUMNTOMbI, aCCOLIMMPOBaAHHbIE 3a60/1€BaHUA UM NepBas CTeNeHb POACTBa 1

e HeT cumnTomoB 0
AHTUTENna

e AT KTG2 > Hopmbl B 10 pa3 unu (+) EMA 2

e He6onbwoe nosblweHne AT K TG2 unn Tonbko AT K DPG 1

* HopManbHbI ypoBeHb Bcex AT -1
HLA

e Ectb DQ2 nnn DQ8 1

* He BbINOIHEHO FrEHETUYECKOE UCCef0OBaHNE 0

* Het DQ2 1 DQ8 -1
Tmctonorus

e Marsh 3B nnn 3C 2

e Marsh 2 unun 3A 1

e Marsh O-1 unu He caenaHa 6uoncus 0

lNpumeyaHne. JnarHo3 LeNMaKkuu ycTaHaBAMBaLlOT Npu cymMme 6annoB 4 u 6onee. AT — aHTuTeNna.
Note. A diagnosis of celiac disease is made when the score is 4 or more. AB (AT) — antibodies.
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KAnHn4YecKumn cnyyam cnopagu4yecKou
MyTauuu reHa TP63 ¢ KOMOMHUPOBAHHbLIM
UMMYHoAePULIUTOM U paHee He ONMUCAHHOM
reHeTudyecKkou mytauueun (HG3B)

ABTOp, OTBETCTBEHHbIN 3@ NEPEenucKy:
AnpaHbsi30B AMaHaH CaMaToBmy, CTyAEeHT 5-ro Kypca nevyebHoro Gpakxynbtreta OpeH6YpPreKoro rocyAapCTBEHHOr0 MEAMLMHCKOTO YHUBEPCHUTETA
Appec: 460000, OpeHbypr, CoBeTcKas yn., 4. 6, Ten.: +7 (961) 917-67-94, e-mail: amanzhanaldanyazov@yandex.ru

O6ocHoBaHue. [lpegcTaBeHHbIN KIMHUYECKNI Cay4ar JEMOHCTPHUPYET PEAKO ONMM1CbiBAEMOE B INTepaTtype co4yeTaHne
cnopaguyecKon mytaumn reHa TP63 ¢ paHee He OnUcaHHOM reHeTu4yecKon mytaumern HG3B, 4To npnBeno K KOMOUHM-
POBaHHOMY MMMYHOAEQPULNTY C MHOXECTBEHHbIMU BPOXAEHHbIMM MOPOKaMn Pa3BUTUS. YHUKabHOCTb Cay4Yas ornpe-
Aensercs HETUNMUYHON KOMOUHALNEN TeHETUYECKMX HaPYLUEHUN U X KIIMHUYECKMX MPOosiBeHn. OnucaHne KJIMHNU4Ye-
cKoro cayyas. [TlaynmeHT MyXcKoro nona, 5 mec, ¢ pacrnpocTpaHeHHbIMW 3PUTEMATO3HO-CKBaMO3HbIMW MOPaXKEHUIMHN
KOXXW, TOKa/M30BaHHbIMM Ha BOJIOCUMCTOM 4acCTHU rOJIOBbI, JINLE€ U KOHEYHOCTSX, C MHOXECTBEHHbIMU BPOXAEHHbIMU
MopoKamMu pa3BUTUS, BKJIOYasA paclyenHy MSrKoro u Teepgoro Heba, runocnagmio U aHoMasanmm noyvyek. BoisBieH KoMm-
OGMHUPOBAHHbIN UMMYHOAEPUUNT C AePEKTOM T-KI€TOYHOro 3BEHa, NPOSBAAIOLMICS PeUNANBUPYIOLUMA MHPEKLMUSMMN.
Ha ocHoBaHMu KOMMIEKCHOro 06¢ie0BaHNs yCTaHOBIEH AnarHo3 KOMOUMHMPOBAHHOIro MMMyHoAebuumTa ¢ JepeKToM
T-KneTo4yHOro 3BeHa, accoLUMMpoBaHHOro ¢ Mytayunen reHa TP63 u mytauymnen HG3B. [lpoBeaeHa KOMMAEKCHas Tepanus,
BKJ/II04aoLasa 3aMeCcTUTEIbHYI0 Tepanuio UMMYHOI106yIMHaMu, aHThbaKTepuaabHoe Ie4eHne, Haa0KeHne ractpocTo-
Mbl. B pe3ynbTate e4eHuns JOCTUIHyTa OTHOCHUTE/IbHas CTabuan3almns cCoCTosIHUS nauneHTa. 3akadeHme. OnmcaHHbIN
KJIMHUYECKMIA CyYyan paclumpsieT npefcTaB/e€HNUs O CMEeKTPe KAMHUYECKMX MPOSBAEHUN Npu MmyTaumsax reHa TP63
M IeMOHCTPUPYET HEOBXOAMMOCTb Aa/ibHENILIEr0 U3YYEeHMS POJIM HOBbIX FTEHETUYECKUX MyTalui B natoreHe3e MMMYyHO-
AePUUUTHBIX COCTOSAHMI. Cay4ar nog4epKMBAET BaXKHOCTb MYAbTUAUCUMIIMHAPHOIO MOAX0Aa K ANarHOCTUKE U IEYEHUIO
peaKux reHeTn4ecKmnx 3abosieBaHm.

KnyeBbie cnoBa: KOMOUHUPOBAHHbIN MMMYHOAEOULUNT, MyTauusi reHa TP63, reHeTnyeckas mytaumnss HG3B, KanHuye-
CKMI C/ly4aK, MHOXECTBEHHbIE BPOXAEHHbIE MOPOKMU

Ansa yntupoBaHus: AngaHbasos A.C., Nonosa J1.10., 3nogeea E.A., AnemaHoBa I.[]., Anb6akacoBa A.A., MacaryTtoBa A.M.,
Oénpéwn [., MakeHoBa A.K., O6beakoBa [.C., Hukndpopos U.H. KnuH14eckui cnyyam cnopaamyeckon mytaumu reHa TP63
C KOMOGWHMUPOBAHHLIM MMMYHOOEDULMUTOM U paHee He onucaHHOW reHeTndeckon mytauunen (HG3B). lMegmnatpuydecKkas
dapmakonorus. 2025;22(4):523-529. doi: https://doi.org/10.15690/pfv22i4.2940

OBOCHOBAHME

MyTaumun reHa TP63 U3BECTHbI KaK NpUYKHa psiaa ayTo-
COMHO-AOMWHAHTHbIX 3a60neBaHWI, BKIOYas CUHAPOMbI
ADULT (akpo-aepmaTo-HOrTe-c/ie3Ho-3y6HOM CUHAPOM),
EEC (aKTpoaaKTunusa, aKToAepmasbHas aucnnasus, pac-
wenunHa rybol/Heba), Xan — Yannca (aHknnobnedpapoH —
3KTOoAepMasbHasa AMCNnasng — CUHAPOM pPacLLENUHbI)
n Panna — XomXKnHa (@HrMapoTnyecKkas aKtogepManbHas
avcnnasug ¢ pacuwennHon rybbl M Heba) [1, 2]. OgHako
npeAcTaBfiEHHbIM Cnyyal OTIMYaeTCs HalM4yMeM paHee
He onucaHHon MyTauunm HG3B, 4TOo pacwwupsieT crnekTp
reHeTMYEeCKOM reTeporeHHOCTM 3aboneBaHni, CBA3aHHbIX
¢ TP63. 310 coveTaHWe MPUBENO K MHOXECTBEHHbLIM BPOXK-
[IEHHbIM NOPOKaM Pa3BUTUS, PEAKUM AePMaTON0rMYEeCKUM
NPOSIBNEHUAM U KOMOMHUPOBAHHOMY T-KNETOYHOMY UMMY-
HoaedmuuTy. laHHoe HabnaeHe nog4yepKuBaeT Heobxo-
AMMOCTb MYNbTUANCLMMIMHAPHOIO NOAXOAA K AUarHOCTUKE
W NIeYEHMI0 NALMEHTOB C aTUMUYHBIMU KTIMHUYECKUMM NPO-
ABNEHUAMM, @ TaKXKe BaXHOCTb FEHETUYECKUX uccneno-
BaHWW Ang BefeHUs Takux cnydaes [3]. Uenb — onucaHue
KIMHWYECKOro cnyyast pebeHKa C peAKon reHeTM4ecKowm
natonornev (HG3B) U aTUNUYHBIM TeYeHMeM CUHLPOMOB,

accouMmMpoBaHHbIX ¢ MyTauunen TP63, ans paclmpeHuns 3Ha-
HUW O FrEHETUYECKON reTeporeHHOCTU NoaobHbIX 3aboneBa-
HWI, ONTUMMU3aALLMK OUArHOCTUYECKMUX anropuTMOB M COBEp-
LLIEHCTBOBAHMA TepaneBTUHECKMX CTpaTErni.

KJIAUHUYECKHUHA NPUMEP

O nauumeHTe

[MauyneHT MyxcKkoro nona, 5 mec, rocnuTanu3anpoBaH
B Poccuiickylo OEeTCKyl KIMHWMYEeCKylo 6onbHuuy PrAQY
BO PHUMY um. H.W. NMuporosa MuH3gpasa Poccun (ganee
POKB; r. MockBa) ¢ xanobamMu Ha pacrnpocTpaHeHHoe
nopa)KeHe KOXM 3pnUTeMaTo3HO-CKBAaMO3HOIo XxapakTepa,
3axBaTblBatollee BOOCUCTYIO YacTb rOM0BbI, ML U KOHEY-
HOCTW, Ha/MYMe MHOMKECTBEHHbIX BPOXAEHHbIX MOPOKOB
pas3BuTUsa. OTMevaloTcs peunansupyolme MHOEKLMOHHbIE
3aboneBaHusl. Umeetcs 3ageprkka GU3NYECKOro pasBUTHUS.

AHaMHe3 }XNU3HHN

Pe6eHoK oT naTon 6epeMeEHHOCTH, NpoTeKaBLlen Ha GoHe
rectayMOHHON apTepuasbHOW TMMNEepPTEH3UKU, recTalMOHHOIo
anabeTta U ManoBoAMSs, BHYTPUYTPOOHas 3adeprKKka pocTa.
Poabl onepatmBHble, Ha 38-i Hep rectaumn. Macca Tena
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E SHORT REPORTS

KPATKUE COOBLUEHUSA

npu poxkaeHnn — 2280 1, aAnnHa — 48 cMm, OLleHKa Mo LWKane
APGAR — 7/7 6annoB. COCTOSIHWE NPU POXKAEHUM TaxKeNnoe
3a CYeT MHOXEeCTBEHHbIX MOPOKOB pa3BuUTUA. BaKuuHaums
BCG v npotuB BUpPYCHOro renatuTta B He npoBeaeHa B ¢BA3M
C MeAULIMHCKUM OTBOZOM.

CemelHbI aHaMHe3
Y oTua nauMeHTa gnarHoCTMpoOBaHa TyroyxocTb. Y 6pata
npo6aHga — AETCKUM LepebpanbHbli Napaamy u TYroyxocTb.

AHaMHe3 3a60/1eBaHHUsA

C nepBbIX AHEN XKMU3HU Haxoauncsa Ha nevyeHnn B OPUTH
BY3 «OpeHBYPrcKMi KNMMHUYECKUI NepuUHaTaNbHbIN LEHTP»
C ANarHo30oM: «3nUaepPMONUTUHECKMI UXTMOS (BPOXKAEHHAS
UXTUO3NPOPMHAsa IpUTPoAEPMUS). MHOKECTBEHHbIE MOPO-
KW pa3BUTUA: CPeanHHasa pacliesiMHa MArKoro u TBepAoro
Heba, rMnocnagns NoaoOBOro YneHa, ABYCTOPOHHAS rMapo-
HedbpoTMyecKasa TpaHchopmauMa Mo4YeK, [ABYCTOPOHHSASA
NMUeN03KTa3uns, YacTU4YHbIM NaropTanbm. AHEMUS CpedHeN
cTeneHu TaxecTn. CepaeyHo-coCcyancTble HapyLweHus, BO3-
HWKLWIME B NepuHaTanbHOM Nepuofe: OTKPbITOe OBasibHOEe
OKHO, OTKPbITbIV apTepuanbHbIi NPOTOK, aCUMMETPUS CTBO-
POK aopTaNbHOro KnanaHa, rmnepaxoreHHbIn GOoKyc B 1€BOM
wenygoyke 1,9 MM, HeJOCTaTOMHOCTb KPOBOOGpaLLEeHUSA
O ct. Tpynna pucKa no Tyroyxoctu. B aHamHese: ocTpoe
noBpeXKAeHne MnoYeK HOBOpOXAeHHoro. [pexoaswas
HeoHaTanbHaa TpombouuToneHus». Kapnotun — 46,XY.
JleyeHvne B nepuHaTanbHOM LIEHTPE NPOBOAWMAOCH B COOT-
BETCTBUMU C PEKOMEHaLMAMU, JaHHBIMWU B XO4€ Tenemean-
LUMHCKOM KOHcynbTauumn ¢ CaHKT-leTepbyprckum rocyaap-
CTBEHHbIM NeanaTpPUYeCKUM MeLULMHCKUM YHUBEPCUTETOM
(TMK CNernMmy). boina HasHayeHa nonHas napeHTepasib-
Hasa HarpysKka. Ha ¢oHe Tepanuu KOXHblA NaToNorMyecKuni
npouecc — 6e3 AUHaAMUKM.

B Bo3pacTe 2 mMec nepeBefieH Ha AanbHelwee o6cne-
noBaHue n neyeHune B NAY3 «O6nactHas geTcKas KinHu4e-
cKas 6onbHUUa» (. OpeHBypr) — B OoTAeNIeHNe peaHuMaumm
W MHTEHCMBHOM Tepanuu, 3aTeM B neguaTpuyeckoe. 3a Bpe-

MS HaxOXAeHus B CTauMoHape oTMevanucb nuogepmus
BEK, C/IM3UCTO-THOMHBIN KOHBIOHKTUBUT 060MX rNas, Hapyx-
HbI OTWUT. B remorpamme B Bo3pacte 3 Mec: NeNKoUUTbl —
4,9 X 109/n, aputpouunTtsl — 3,76 X 1012/n, remorno6un —
87 1/n, reMaToKpuT — 25,4%, TpoM6oLmUTLl — 377 X 109/n,
cpeaHui obbem apuTpouuTa — 67,6 G, cpeaHee coaep-
KaHue remornobuHa — 23,1 nr, cpefHas KOHUeHTpauus
remornobuHa — 341 r/n, rpaHynountel — 2,6 X 109/n,
ammeouuTel — 2,0 X 109/n.

MpoBeaeHo MMMyHONOrMYeckoe o6cneaoBaHue: NenKoLm-
Tl — 4,1 X 109/n, aB6CONIOTHOE KONMYECTBO TMMPOLIUTOB —
0,533 X 109/n, cy6nonynaunm AMMPoLmnToB: T-TMMOOLMUTHI
(CD3*) — 0,096 X 10%/n, 3penbie B-numdpouuTsl (CD20+) —
0,123 X 109/n, IgA — 0,17 r/n, 18G — 2,57 r/n. MpoaomxeHa
MeCTHasi U CUCTEMHas aHTubaKTepuasbHas U aHTUMMKOTU-
yeckas Tepanus, HapyXHas v cumMnToMaTM4YecKas Tepanus.
OHTepanbHOe NUTaHWe NPOBOAMIOCH B NEPUOS rocnutannaa-
UMK Yyepeld HazoracTpaibHbIi 30HA CMEChbi0 Ha OCHOBE MOoJ-
HOCTbIO MMAPOSIM30BAHHbIX MONOYHbLIX GENTKOB.

B Bo3pacte 5 mec nauyueHT 6bi1 nepeBeaeH B oTaene-
HWE KJMHWYECKOW WMMYHONormn u pesmatonorun POAKB
C HanpasnawoWMM AnarHo3oM: «[epBUYHbIN UMMYHOAEDU-
LT HEYTOYHEHHbIW».

®dusunkanbHaa AUarHoCTUKa

Mpn ocmoTpe BbISIBIEHO AWCTAapMOHUYHOE PU3UYECKOe
pa3BuTHe. Macca Tena coctaBnana 5 Kr (nepueHTunb < 3%),
nnvHa Tena — 62 cm (nepueHTunb 10-25%). O6uiee cocTo-
fiHWe cpeaHen cTeneHn TsecTu. KoXHbIM NoKpoB 651eaHO-
pPo30BOM OKpacku. OTMEeYanncb CyXx0CTb KOXHOIo NMOKPOBa,
MenKonnacTuHYaToe LWenyweHne Ha NafoHsaxX M noaoLiBax.
9pnUTEMATO3HO-CKBAMO3Hble BbIChINAHUA ONpeaensinuchb
Ha BOJIOCUCTOM YacTu ronoBkbl, 16y, B 3aTbl/IOYHON 06NacTH
M Ha YWHbIX pakoBWHax (puc. 1). Habnoganacb HesipKas
3pUTEMA C MOKHYTMEM W €AMHWYHbIMU 3PO3USMM B KPyn-
HbIX CKNafKax (nonepeyHon LWeNnHOM, NOAMbILEYHbIX, Naxo-
BbIX, AroAnYHbIX) (puc. 2). OTMEeYannucb CyxoCTb C/IM3UCTbIX
o6onoyeKk ryb, oTaensieMoe XKentoBaToro LBeTa U3 rnas.

Amanzhan S. Aldanyazov?, Larisa Yu. Popova?, Elena A. Zlodeeval, Galina D. Alemanoval, Akmer A. Albakasova?,
Alfiya M. Masagutova?, David Dyondyoshit, Alina K. Makenoval, Darya S. Obyedkova?, llya N. Nikiforov!
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Sporadic TP63 Gene Mutation with Combined
Immunodeficiency and a Previously Unreported
Genetic Mutation (HG3B): Case Report

Background. The presented case report demonstrates a rarely described in the literature combination of a sporadic mutation of the
TP63 gene with a previously unreported genetic mutation of HG3B, which led to a combined immunodeficiency with multiple congenital
malformations. The uniqueness of the case is determined by an atypical combination of genetic disorders and their clinical manifestations.
Case Report. A 5-month-old male patient with widespread erythematous-squamous skin lesions on the scalp, face, and extremities, as
well as multiple congenital malformations, including cleft palate, hypospadias, and renal abnormalities. The patient was diagnosed with
combined immunodeficiency with a T-cell defect, which manifested as recurrent infections. Based on a comprehensive examination,
a diagnosis of combined immunodeficiency with a T-cell defect associated with a TP63 gene mutation and an HG3B mutation was
made. A comprehensive therapy was carried out, including replacement therapy with immunoglobulins, antibacterial treatment, and the
placement of a gastrostomy. As a result of the treatment, the patient’s condition was relatively stabilized. Conclusion. The described
case report expands the understanding of the spectrum of clinical manifestations in TP63 gene mutations and demonstrates the need
for further study of the role of new genetic mutations in the pathogenesis of inmunodeficiency conditions. This case report highlights
the importance of a multidisciplinary approach in the diagnosis and treatment of rare genetic diseases.

Keywords: combined immunodeficiency, TP63 gene mutation, HG3B genetic mutation, case report, multiple congenital malformations
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Puc. 1. ManbyuK, 5 mec. IpureMaTo3HO-CKBaMO3Hble BbICbiNaHUs
McTouHuK: AngaHbsazos A.C., 2024,

Fig. 1. Boy, 5 months old. Erythematous-squamous rash
Source: Aldanyazov A.S., 2024.

Puc. 3. Manbuuk, 5 mec. PacwenvHa markoro v Teepaoro Heba
UcTouHuK: AngaHbsaso A.C., 2024.

Fig. 3. Boy, 5 months old. Cleft palate

Source: Aldanyazov A.S., 2024.

Puc. 2. Manbuuk, 5 mec. Hesipkas aputemMa ¢ MOKHYTUEM

1 €IMHUYHBIMW 3PO3UAMU B NONEPEYHOW WENHON CKNaKe
NcTouHuK: AnfaHbazos A.C., 2024,

Fig. 2. Boy, 5 months old. Mild erythema with oozing and isolated
erosions in the transverse neck fold

Source: Aldanyazov A.S., 2024.

Y pebeHKa uMmMeeTcs AUCMNNa3us NWLEBOro Ckeneta: pac-
enMHa MSrkoro M TBepaoro Heb6a (puc. 3), OTcyTCTBME
HOCOBOW neperopoaku. CTUrMbl An3am6puoreHesa BoisBne-
Hbl NPXM OCMOTPE: BYropoK crnpaBa M YTONWEHHbIN 3aBUTOK
YWHON PaKOBWHbI C/leBa, CriaKeHHble HaaGpPOBHbIE AYrHK,
OTCYTCTBME pecHUL, nonepeyHas nafjoHHas CKNafKa, CUH-
JaKTUAUG cTon, ToTaslbHas oHMxoanuctTpoodus (puc. 4).

Mpu ayckynbTalMuM OpraHoB TrPYyAHOM KMETKWM BbICAY-
WMBaNUCb TOHbI Cepaua cpeaHer TPOMKOCTHU, PUTMMY-
Hble, B JIErKMX My3puUibHOE AblXaHWe W NPOBOAHbLIE XPUMbI
no nepeaHen NOBEPXHOCTU. HacToTa cepAeyHblX CoKpalle-
Hui (4CC) coctaBmna 133 ya./MUH, YacToTa AblxaTeNbHbIX
asvxkenun (H440) — 31/MuH.

Mpu nanbnauun y pebeHKa BbISBNEHO B3AYTUE KMBOTA,
neyYeHb 1 ceneseHKa He yBenunyeHsbl. MepuctanbTuKa KuLiey-
HWKa BbICNyLWMBAETCH, aKTUBHaS.

Mpn ocmoTpe o6HapyKeHbl aHOMaNuK HapyKHbIX NOMO-
BbIX OpPraHoB: rMnocnagus nosioBOro 4YieHa M ABYCTOPOH-
HAS BOAsIHKa 060/104eK AnyeK (puc. 5). MoyeucnyckaHue
He HapyLueHo.

HeBponornyeckom CMMNTOMaTUKK HET.

Puc. 4. Manbuuk, 5 mec. CHHAAKTUIMA CTOM, TOTaslbHas OHUXOAUCTPOdUSA
McTouHuK: AngaHbsazos A.C., 2024,

Fig. 4. Boy, 5 months old. Foot syndactyly, total onychodystrophy
Source: Aldanyazov A.S., 2024.
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KPATKUE COOBLUEHUA

Puc. 5. Manbuuk, 5 Mec. lMnocnaamsa NnonoBoOro YnexHa
1 ABYCTOPOHHSASA BOASHKA 060/104EK ANYeK
McTouHuK: AngaHbsasos A.C., 2024.

Fig. 5. Boy, 5 months old. Hypospadias of the penis and bilateral
dropsy of the testicular membranes
Source: Aldanyazov A.S., 2024.

[AnMHamMuKa 1 ucxopbl

JlabopaTopHble nccaef0BaHUS

B remorpamme BbiiBIEHbI: reMOrno6uH — 67 r/n, nemnKo-
UMTbl — 4,27 X 109%/n n abc. numdounTsl — 1,27 X 109/n.
Mpsamasa u Henpsamasa Npobbl Kym6ca oTpuLatenbHble.

lMoKazaTenn MMMYHONIOFMYECKOro CKPWMHMHIa (MapKe-
pbl T- M B-knetoyHoro numdonoasa, onpeaensooume ypo-
BE€Hb HauBHbIX NTMMdoLMTOB) cocTaBuan: TREC CHUMKEHbI —
112,5 konun/MKN, KREC B Hopme — 4471 Konuin/mKn.
Mo aaHHbIM UMMYyHOPeHOoTUNNPOoBaHUa numdouuntos (PAKB)
BbiiBNeH AedeKT T-KNeToYHOro 3BeHa 3a CYET CHUXKEHWSN
cy6nonynauuin T-numoountos CD3*, CD4*, CD8™, ypoBeHb
B-numdounTtoB KOMneHcaTtopHo noBbileH — 50,5% (abc.
1,1 X 109/n). Mo AaHHbIM 3aKcnpeccun HLA |, 1l knaccos
Ha MOBEPXHOCTU NENKOLMTOB WCKAoYeH aedpuunt MHC
(rnaBHbIM KOMMEKC rMcTocoBmecTuMocTy) |, Il Tnna.

Mpu npoBegeHMM MWUKPOBMONOrMYECKUX McCneaoBa-
HUI B MaTepuane n3 KOXHbIX CKAaAoK 6blia BblaeneHa
KyneTypa Klebsiella pneumoniae — 103 KOE/mn. Muk-
po6uoNiorMyeckoe uccneaoBaHMe mMatepuana M3 HOCO-
rMOTKK BbISIBUIO Hanuune Pseudomonas aeruginosa —
104 KOE/mn, Klebsiella pneumoniae — 103 KOE/mn.
Mpn MUKPOOBMONOrMYECKOM UCCefOoBaHUM oOTAense-
MOrO KOHDBIOHKTMBbBI W ylwel BblaeneHa Pseudomonas
aeruginosa — 104 KOE/mn. BblaeneHnHas Mukpodopa
yyBCcTBUTENbHA K dochoMULMHY, MeponeHemy, uedTa-
3nanmy, uedanepasoHy + cynbbaKTam, aMUKaLWHy, FeH-
TamuumnHy. onyvyeHHble pe3ynbTaTbl CBUAETENbCTBYIOT
0 KONOHM3aUMK yKa3aHHbIX JIOKYCOB YC/OBHO-MaTOreH-
HOW MUKpPOGNOPON, 4TO NOTpebdoBaNo COOTBETCTBYHOLLEN
aHTMbGaKTepraabHON Tepanum c y4eToM YyBCTBUTENbHOCTHU
BblA€NEHHbIX MUKPOOPraHU3MOB.

Bonpoc o npoBefeHUM AanbHeEWWero fnevyeHuss MeTo-
[OM TpaHcnaaHTaLMM reMonoaTUYECKUX CTBONOBbIX KNETOK
OTNOXEH A0 NOSlyYeHMs pel3ynbTaToB reHeTUYECKOro nucene-
[LOBaHUS U KOPPEKLMKN COMaTUYECKOr0 COCTOSHMS.

Pe3ynbTat NofIHOrO 3K30MHOr0 cekBeHupoBaHus JHK:
OGHapPYXeHHbIA reTepo3uroTHbiM BapuaHT ¢.1661G>C
(p.Ala554Pro) B ak30He 13 reHa TP63 npeacTaBnseT co6om
paHee He OMNUCaHHYyl B MUTepaType MUCCEHC-3aMeHY,
NOKaNn30BaHHYl0O B BbICOKOKOHCEPBATUBHOM pErMOHE
(GERP++), 4TO nogyYepKUBaeT ero noTeHuuanbHylo QyHK-
LMOHaNbHY0 3HAYMMOCTb. [laHHbIA reH KOAMPYET KPWUTH-

YEeCKMN AN pasBUTUSA IKTOAEPMbl TPAHCKPWUMLMOHHbLIN
daKTop, a NaToreHHble BapnaHTbl B HEM aCCOLMMPOBaHbI
C pPSAOM ayTOCOMHO-AOMMHAHTHbIX CMHAPOMOB, BKJ/OYas
ADULT, aKTpOAaKTUINIO — SKTOAEPMAlIbHYIO AUCNNa3nio —
pacLenuHy 3-ro Tuna, cMHApPombl Xa — Yannca u Panna —
XogKKuHa. OTcyTCcTBME BapuaHTa B NONYASLMOHHbIX 6a3ax
AaHHbIX (gnomAD v3.1.1) M HeoAHO3HayHble pe3ynbrathbl
aHanmsa in silico (naToreHHoCTb MNpefAcKal3aHa anropwur-
mamu CADD, FATHMM, SIFT, LRT, MutationTaster, Ho onpo-
BeprHyta DEOGEN2, MetaSVM, PrimateAl, PROVEAN)
He MO3BONSAOT OAHO3HAYHO KnaccubuuMpoBaTb €ro Kau-
HUYECKYIO 3HA4YUMOCTb.

Ons BepuduKaumMM NaTOreHHOCTM BapuaHTa MyTauuu
K/II0YEBbLIM 3TanoM SBASETCH NOATBEPXKAEHWE ero crtaTtyca
de novo y npo6aHaa npu OTCYTCTBMM €ro y 6uonorunye-
CKMX poauTenen, 4To TpebyeT NpoBeLeHUs CEKBEHMPOBA-
Hus no CeHrepy B dopmaTte Tpuo. [aHHbli war no3BonuT
UCKNOYUTb HacnegoBaHWe peakoro noanmopdmama u yToy-
HUTb POJib BbISIBIEHHON 3aMeHbl B Pa3BUTUU KIMHUYECKO-
ro ¢eHoTUNa, COOTBETCTBYIOWErO CNeKTpy 3aboneBaHun,
accouunpoBaHHbix ¢ TP63. [1o Noay4eHUs 4ONONHUTENbHbIX
JaHHbIX MHTepnpeTauus BapuaHTa OrpaHuM4yeHHa C yye-
TOM NPUHLMNOB KNaccubuKaumnm AMEpPUKaHCKOM Konneruu
MEANLMHCKON FrEHETUKN U TEHOMUKM.

UHCcTpymMeHTanbHas AMarHocTMKa

Mpn ynbTpa3ByKOBOM wuccnenoBaHun (Y3WM) BHYTpeH-
HUX OpraHoOB BbISBEHbI [ABYCTOPOHHAS MWEN03KTa3uns,
rnapoHedpoTnyeckan TpaHchdopmaunsa MNo4vek, ypeTepo-
uene cnpasa, yBenunyeHue npaBow AO0AM MEeYeHW, BWUIIOY-
KoBas enesa He Buayanuaupyetcs. lpu npoBeaeHuu
330daroracTpofyo4eHOCKONMM AuarHocTupoBaHa Hepo-
CTaTO4HOCTb Kapauu. Mpu aneKkTpokapaMorpadun — cuHy-
coBas aputMusa ¢ YCC 107-127 ya./MuH, HOpmalbHOe
nonoxexHune 30C, HenonHasa 610Kaaa NPaBOM HOXKK NMyyKa
luca. MNpu Y3U cepaua — aBycTBOpYaThbiv KfanaH aopThbl
Cc HepgocTaTo4yHocTbio 1-i ctenenun, HK O cT., ®K | no Ross,
OTKpbITOE OBajibHOE OKHO 1-2 MM. KomnbloTepHas TOMoO-
rpadusa (KT) rpyaHOM KNeTKW BbiIBUAA NMPU3HAKKW acnupa-
LMOHHOrO cuHapoma, KT Yyepena — OTKPbITYIO paclenuHy
BEpPXHero Heba u ckadouedanumio 6e3 CMHOCTO3a.

KoHcynbTaymmn cneynanncTos

Bpay-gepmatonor npu ocMoTpe AMarHOCTMpPOBan 3nwu-
OEPMONIMTUYECKUM UXTUO3 U CeBOopenHbIM AepmMaTuT. HasHa-
YyeHa COOTBETCTBYIOLWAA MeCTHas Tepanus ¢ y4eToM xapak-
Tepa v NoKann3aLumm KOxXHbIX UBMEHEHUN.

3aK/o4yeHne Bpadva-yposora: runocnagumsi noaoBOro
YyneHa u ABYCTOPOHHUI ypeTeporngpoHedpos. PekomeHao-
BaHO AMHaMMUYecKoe HabnogeHne ¢ nocneayowmm pelle-
HMEM BoMpoca O HEOBXOAMMOCTU XMPYPrUYECKOW KOppPEK-
LMW BbISIBIEHHbIX aHOMaNNM.

3aK/o4yeHre Bpavya annepronora-uMMyHonora: Kom-
OUHUPOBAHHBLIN UMMYyHOOEDULUT ¢ AedeKToM T-KNeTokK.
OnpegeneHa TakTUKa 3aMeCTUTENIbHOW Tepanuu ¢ NnpuMeHe-
HWEM BHYTPUBEHHbBIX UMMYHOT106Y1MHOB.

3aKknoyeHne obTanbmonora: XPOHUYECKUMM CAU3UCTO-
FTHOWHbBIN KOHBIOHKTUBMT, NlarodTtanbm, YaCTUYHbIM BbIBOPOT
HUXXHUX BEK.

3aKloyYeHne 0TOPUHOAPUHION0ra: HapyXHbI OTKUT.

B npouecce [AMarHOCTUYECKOro MOMCKa WMCMNONb30-
Ba/MCb cheaylolne meTtoabl M obopygoBaHue: aHanus
TREC/KREC BbInonHancs MeToaoM KOAMYECTBEHHOW MOSU-
MepasHOM LIENHON peaKuuu B nabopaTopum UMMYHONOMMK
B PAKB; mMMyHOpEeHOTUNMpOBaHWe NPoBOAUIOCH C NpUMe-
HeHWeM MeTofa NPOTOYHON LMTOMETPUM Ha 060pyaOBaHMM
BD Biosciences (CLLA).



MeamumHCcKMe BMewaTe/ibCTBa

B pamKax npoBOAMMOro Ne4vyeHuss pa3paboTaHa KOM-
nieKcHaa TepaneBTMYeCKaa cTpaTerusl, BKJOYaolas
HECKONIbKO HanpaB/IeHMN MeAWKaAaMEHTO3HOM Tepanuu
N XMPYpPruyeckoe BmellaTenbcTBO. MeCcTHOE leYeHne KOX-
HOrO CMHAPOMa MPOBOAMIOCH AaHTUCENTUKAMK, IMOSIEHTaMM
M NMPOTUBOrpMOKOBbLIMK cpeacTBamu. [locne ctabunusauunmn
COCTOSIHMS OTMpaBfieH Ha Aofie4nBaHMe Mo MecTy npo-
*nBaHusd. Mo noBogy MHOEKLMOHHOIO CMHAPOMa pebeHoK
nofyyan aHTMbaKTepuanbHylO Tepanuio ¢ y4eToM Bbiae-
JIEHHOMW MWKpPOdNOopbl U ONpeaeneHHON 4YyBCTBUTENbHO-
CTU. BHYTPMBEHHO MPUMEHSANUCH: aMMULMANIUH + Cynbbak-
Tam B pose 150 wmr/Kr/cyT, cynb3oHued (uedponepas3oH
40 mr/Kr + cynbb6aktam 40 mr/Kr) 80 Mr/Kr/cyT, uedTasdmanm
B Ao3unpoBKe 40 Mr/Kr/cyT, aMuKauuH 10 Mr/Kr/cyT, BaHKO-
MUUMH 40 Mr/Kr/cyT, cynbdamMeToKkcason + TPUMMETONPUM
24 Mr / 3,84 Mr B CyTKM ABYKpaTHO. 1151 MECTHOIO leYeHums
NPUMEHSIUCh Na3Hble Kamnau: FreHTamMUUMH No 2 Kaniu
B HUXHWWA KOHBIOHKTUBA/bHbIN MELLOK NMOParKEHHOro rnasa
Kaxable 4 yaca, To6pamMuumH o 1 Kanne 4 pasa B CYyTKM.

3amecTuTesnbHas Tepanus cocTosia M3 BHYTPUBEHHOIO
BBEAEHMS UMMYHOT106y/IMHA Ye10BEYECKOr0 HOpMasibHOro
2,5 r B mecqau. No pekomeHgaumm TMK CI6ITIMY pebeh-
Ky Ha3HayeHa ropmoHasjsbHas Tepanus npeaHW30/10HOM
(2,5 Mr/cyT) ¢ nocTeneHHbIM CHUXEHWEM A03bl. 19 Koppek-
UMM aHemMuu MpoBOAMNAChb Tepanus npenapatom TpexsBa-
NieHTHoro »enesa 0,3 ma/cyT B/M 3 pasa B Hefesto U remo-
TpaHchy3usa 3pUTPOLIMTAapPHON Macchbl (75 mn).

Xupypruyeckoe nevyeHne — HaoXeHWe racTpoCToMbl,
BbINMO/IHEHHOE C MCMNONb30BaHWEM BMAEO3HAOCKOMUYE-
CKMX TEXHONOMMMN, C Lenblo NPodUIaKTUKKM acnmpaLuoH-
HOro CMHAPOMa Ha $hOoHE HeaoCTaTOYHOCTU Kapauu 1 pac-
LWennHbl Heba.

[MpodunakTnyeckme mMepbl 3aKa04Yaamcb B Ha3HAYEHUMU
6ucentona 120 Mr 2 pasa B CYTKM C LeNbto NPoPpUIaKTUKK
NMHEBMOLMCTHON MHODEKUMU NOoce BbIMUCKKW, MPUMEHEHUMU
CMEeCH Ha OCHOBe ruaponnsata 6e1KoB MOJIOYHOW CbIBOPOT-
KW CO cpeaHeLenovyeyHbiMU TPUTIMLLEPUAAMU U HYKI€O0-
TMaamun. BaKkuMHauMa MHAKTMBMPOBAHHLIMU MpenapaTamu
paspelleHa, *K1MBble BaKLMHbI MPOTMBOMNOKa3aHbl.

KnuHu4yeckum gnarHos

OcHoBHOW anarHo3: «<KoMGMHUPOBaAHHBIN UMMYHOAEDU-
UMT ¢ gedeKToM T-KNEeTOYHOro 3BeHa, reHeTU4yecKn obyc-
JIOBNEHHbIN MyTauuen reHa TP63 v paHee He ONUCaHHOM
mMyTaunen HG3B».

ConyTcTBylOoWwMe guMarHo3bl: «BpoxaeHHas cpeanHHas
pacuwennHa Heba. YpertepornapoHedpo3 /IEBOM MOYKMU.
Meraypetep v ypetepouene cnpaba. [lMnonnasuns npaBown
NOYKKW. Junatauns MOYETOYHMKOB C ABYX CTOPOH. MUKpO-
KanblUMHaTbLl 1€BOM MOYKKU. [MNocnaansa MoaoBOro YjaeHa.
[BYCTOPOHHAS BOAAHKA 060/04eK sin4eK. BporKAeHHbIN
NMOpOK cepaua: ABYyCTBOpYaTbIA KnanaH aopTbl C HegocTa-
To4yHoCTblo 1-1 cteneHn. HK 0. ®K | no Ross. HapyKHbii
OTUT HEYTOYHEHHbIN. XPOHWYECKWMM CIU3UCTO-FTHOMHbIN
KOHBIOHKTUBUT, 6nedapuT, naroptanbm. HacTUYHbBIN BbIBO-
POT HUWXHMX BeK. XenesogeduuuTHas aHEMUS THKENON
cTeneHu HeyTo4yHeHHas. CebopenHbIn JepmaTu.

MporHos

[MpOorHo3 HeonpeaeneHHbIM U3-3a COYETAHUSA TAXKENOro
UMMyHOZEePULUMTA M MHOXKECTBA BPOXKAEHHbLIX MOPOKOB.
Onpepenswowmmn dakTopamMu SBASIOTCS: YPOBEHb aHTU-
MUWKPOBGHOIro KOHTPONSA M 3PPEKTUBHOCTb NMpoduIaKTUye-
CKMX Mep; perynspHas 3amecTuTenbHas Tepanus MMMy-
HOTNOGYMHOM; MOJIHOLEHHOE MWTaHWE W HedonylleHue
NPOrpeccUpyoLLEro UCTOLLEHMS; YCNEWHOCTb NPEACTOALMX

XUPYPTrUYECKUX KOPPEKUMI (yCTpaHeHWe paclienuHbl Heba,
runocnagun); reHeTnyeckan sepudukaumns ctatyca de novo
ANS OKOHYaTeNIbHOr0 MOHMMaHUS MPUPOAbLI MyTaL M.

Mpu 6GnaronpuATHOM AMHAMMKE BO3MOXHa 4acTuyHas
KOMMeHcauus UMMyHoaedu1LMTa U KOPPEKLIMS BPOXKAEHHbIX
aHOManuin, ofHaKo TpebyeTca ANWUTENlbHOE KOMMIEKCHOEe
Nle4yeHne € yyactmem MynbTUAUCUMNIMHAPHON KOMaHzbl
Bpaven.

OBCYXAEHME

B nocnegHue rogbl Bce 6onblle UCCNefOBaHWUW YKa-
3bIBAOT Ha TO, 4YTO peakne GopMbl KOMOUHUPOBAHHOIO
UMMyHoZedULMTa COCTaBASIOT CAOXHYIO Fpynny reHeTu-
YeCKMx aedeKToB, KOTOopble BKAOYalOT B ce6s HapylleHus
WMMYHHOW CUCTEMblI U @aHOManuu PasBUTUSA IKTOoAEpPMasb-
HbIX U Me304epMalibHbiX TKaHew [4]. B ¢BA3K ¢ 06GLMPHBIM
CMEKTPOM KAUHMYECKUX MPOSBAEHUIA 3TUX 3aboneBaHui
HEe06X0AMM KOMMIEKCHbIN AnarHOCTUYECKMUI NOAX04, NO3BO-
NAOWMA BbIABASTL NaTONOMMYECKUE U3MEHEHUS Ha paH-
HUX aTanax. Kak nokasaHo paaoM paboT, HeoHaTaslbHbIN
CKPUHWHI BHOCUT 3HA4YMUTENbHbIN BKAa4 B CBOEBPEMEHHYIO
[IMArHOCTUKY TSXeNbIX UMMYHHbIX PacCcTpoWcTB [5, 6].

leH TP63, KoaupylOWMA TPAHCKPUNUMOHHbLIA daKTop
p63, uUrpaet onpeaensalolyo pofib B natoreHesde Takux
COCTOSIHWI, TaK KaK peryavpyetr CBOWCTBA CTBONOBbIX
KNEeToK U audpPepeHUNPOBKY aNUTENNANbHBLIX KNEeToK [7].
CTpyKTypHOE pa3jgeneHve AOMEHOB JaHHoro dakrtopa
M XapaKTep WX B3auMoAewcTBMM MoApo6HO paccMmoTpe-
Hbl B psifle uccnegoBaHunin [8], Toraa Kak cBA3b MyTaLWK
TP63 ¢ pa3nuMyHbiIMM CUHAPOMaMW pPa3BWUTUS ONUcaHa
B 0630pax [1].

MaToreHHble MexaHu3Mbl, 06YCNOBNEHHbIE HAPYLIEHUS-
MW B reHe TP63, 6b1/1M UcCcneaoBaHbl B HECKO/IbKMX paboTax
[2, 3]. B yacTHOCTH, OGHapyeHHbIM BapuaHT ¢.1661G>C
(p.Ala554Pro) Bbl3blBaeT NOAO3PEHME Ha MATOreHHOCTb,
4YTO noATBepKAaeTcs pes3ynbrataMu oueHKM in silico [9].
Mpn 3aTOM MHTepnpeTauus reHeTUYECKUX BapWaHTOB OCY-
LecTBNAETCS B COOTBETCTBMM C COBPEMEHHBIMU PEKOMEH-
naumsamu [10]. Pa3Hoo6pasne GyHKLMOHaNbHbIX 3pdeKToB
HapyweHu pB3 OTpaKeHO B IKCMEPUMEHTaNbHbIX AaH-
HbIX [11] 1 0630pHbIX cTaTbsAX [12].

MN3meHeHns aKcnpeccun p63 MOryT CYLECTBEHHO
OoTpa)kaTbCH Ha apxUTEKType TUMyca, Y4TO AEMOHCTPUPY-
eTcq B MCCAefOoBaHUSAX, MOCBAWEHHbIX GOPMUPOBaHUIO
T-numdoumntoB [13, 14]. TOHKME MEXAHU3MbI TPAHCKPUMLM-
OHHOM W 3NUIrEHETUYECKON Perynsaumm TUMUYECKUX KNETOK
noapoBHO paccMoTpeHbl B OTAeNbHOM paboTe [15]. Hapsaay
C 9TUM MYNbTUAUCLMMAMHAPHBIA NOAXOA K AMArHOCTUKE
W nevyeHunto, 6a3npyoWwnincs Ha KOMNIEKCHOM aHanuse Knu-
HUYECKUX M MONEKYNSAPHbIX AaHHbIX, 06CYyXKAaeTcs B 6onee
no3aHux nyénukauusax [16].

[o6aBum, 4TO ypoBeHb 3Kcrnpeccun p63 oKasbiBaeT
B/IMSIHUE He TOSIbKO Ha HOpMasibHble TKaHW, HO U Ha naTo-
nornyeckune npoueccol [15], a ero oco6as posib B pa3BuTun
TUMYCa OTAENIbHO BblAesieHa B Apyrux uccnegosanusx [171].

C TOYKM 3pEeHUS CTPYKTYPHbIX OCOBEHHOCTEN HapyLIEH-
Has ¢GyHKUMA p63 4acTo cBfi3aHa C M3MEHEHWEeM CBO-
payMBaHMg M BO3MOXHOW arperaumen 6esKa, 4TO0 MNpo-
[IEMOHCTPUPOBaAHO B page pab6oT [18, 19]. PacwnpeHHbIn
HeoHaTa/lbHbI CKPUHUHI, OXBaTblBalOWMA HacNeACTBEHHbIE
dopmbl MMMyHOZedUUMTE, B TOM YWUCNiE CUHAPOMAsbHbIE,
JaeT BO3MOXHOCTb BbIIBAATb 3TW MaTONOMMM Ha [OK/M-
HM4yeckon ctaamm [20, 21]. CoBpeMeHHble WHCTPYMEHTHI
KOMMNbIOTEPHOrO0 MoAenupoBaHusa [22] u BU3yanusauuu
MOJIEKYNSPHbIX B3auMoaencTBuii [23] no3BONSAT ry6xKe
NOHATb CTPYKTYPY MYTUPOBAHHOIO P63 U OLLEHUTb €ro GyHK-
LlMOHabHbl€ NOCNEACTBUS.
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KPATKUE COOBLUEHUA

Takum o6pasoM, BapuaHT ¢.1661G>C (p.Ala554Pro)
B reHe TP63 npeacrtaBnseT co60M KIMHUYECKM 3HAYUMYIO
MyTaLMIio, BAMSIOWYIO KaK Ha 3KToAepmanbHoe pa3Bu-
TMe, TaK M Ha GYHKLMWM UMMYHHOW cucTembl. HapyweHue
TPAHCKPUNLMUOHHON aKTUBHOCTM P63 NpMBOAMT K aedek-
TaM KOXHOro MOKpoBa M aHOManusam TuMyca, Nexa-
WMM B OCHOBE KOMOGWHMPOBAHHOIMO MMMyHoZebuuuTa.
CoyeTaHne reHeTUyeCKMX, MMMYHONOMMYECKUX WU CTPYK-
TYPHO-6MOMHPOPMATUYECKMX METOAOB NO3BONSET TOYHEE
onpefennTb CTeneHb MaTOreHHOCTUM [JaHHOro BapuaHTta
n Bbl6paTb ONTUManbHYK CTpaTernio BeAeHus, BKAo4as
MHTEHCUBHYIO MMMYHOTEPAnuWio WUAW pPaHHWE XUpypruye-
CKMe BMelwaTtenbCcTBa (Hanpumep, TpaHcnnaHTaumo Tumy-
ca), 4To cnoco6CTBYET YAy4YlWEHUIO NPOrHO3a M KayecTea
W3HM NaLMEHTOB.

[aHHbIN KIMHUYECKUIA Clydan UTKOCTPUPYET BaXKHOCTb
BHeAPEHUS BbICOKONPOUIBOAUTENbHbIX FEHOMHbIX TEXHONO-
M B NPAKTUKY AMArHOCTUKKU PELKUX CUHAPOMOB KOMOUHM-
POBaHHbIX UMMyHOAEDULNTOB [3].

MoaxoAabl, OCHOBaHHbIE HA MPUMEHEHUU ManblX UHTEP-
depupyrowmnx PHK wnu perynaumn curHanbHbiXx nyTen
Wnt/Shh, ctaHoBaTca nepcneKTuBHbIMK [9]. MpK 3TOM paH-
HUA CKPUHUHIT MMMYHONOTMYECKUX WU AEepMaTONorMyecKux
OCNOXHEHWUW OCTaeTcs K/YeBbIM GaKTOPOM ynyylleHUs
nporHo3sa [2, 10].

3AK/TIOYEHUE

OnucaHne JaHHOro KIMHMYECKOro ciyyYas NoaYyepKmBa-
€T Ba*HOCTb pPaHHEN AWarHOCTUKM U MYNbTUAMCLMIANHAP-
HOro Noaxofa B NIEYEHUN PEOKUX FrEHETUYECKUX CUHAPOMOB.
BbiaBneHHaa Mmytauus B reHe TP63 TpebyeT AanbHenlero
n3y4yeHus ANa NOATBEPXKAEHUS NaTOreHHOCTU M pa3paboT-
KW MepcoHanM3npoBaHHbIX TepaneBTUYECKUX CTpaTerun.
Ycnexu B nevYeHUM naumeHTa AEMOHCTPUpPYIOT 3ddeKTUB-
HOCTb KOMMMEKCHOro Noaxofa, O4HaKO BbiSiBNIEHHbIE HEeAOo-
CTaTKM YKa3blBalOT Ha HEO6XOAMMOCTb YNyYLIEeHUs AnarHo-
CTMYECKMX M TepaneBTUYECKUX aNrOPUTMOB.

WHOOPMUPOBAHHOE COIJIACHE

Cornacua poautenen nauumeHTa Ha ny6auMKauuio
doTtorpadum He nonyyanu. NpeacraBneHHble B HACTOSILLEN
cTaTbe cBefeHuns 06e3nnyeHsl, naeHTubuumpyowas nHdop-
Mauums yaaneHa.
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HOBOCTU NEAUATPUHECKOU ®PAPMAKOJZIOTUU

HoBocTu neaunarpuyeckoun dap

‘W) Check for updates

FDA oao6puio0 HOBbIX Npenapar
ANA NPOoPUNAKTUKU MUTPEHU Yy feTen

npasJfieHWe Mo CaHWTapHOMY HaA30py 3a KavyeCcTBOM

nuuieBbIX NpoayKToB 1 MeankameHToB CLUA (FDA) ogo-
6pUI0 MHBEKLMOHHBIM npenapaT Ajovy (PpemaHe3ymab)
ANA NPOOUNAKTUYECKOTO JIeHEeHUS MUTPEHU Y B3POCIbIX
W 3NU304MHECKOM MUTPEHU Y lIeTEN U NOLPOCTKOB B BO3pac-
Te 0T 6 Jo 17 net BecoM 45 Kr u 6onee.

Ajovy oTHOCUTCH K Knaccy uHrnéutopos CGRP — npena-
paToB, G/IOKUPYIONX KallbLIMTOHWH-TEH-CBA3aHHbIN NenTug,
KOTOPbLIM WUrpaeT KJo4Y4eBYIO POJib B NaToreHe3e MUIPeHu.
MpenapaT Bbinyckaetcd B dopme OAHOKPaTHOM MHBbEKLIMK
225 mr/1,5 mn B npeBapuTenbHO 3anofHEHHOM aBTOMHbEK-
TOPE WK B NPEABapUTESIbHO 3aMn0/IHEHHOM LWNpuLe. OH MOXeT
BBOAMUTLCA KaK MEAULIMHCKUM PabOTHUKOM, TaK U NaLUeHTOM

WK IMLOM, OCYLLECTBASIOWMM YXO[, B AOMALUHUX YC/IOBUSIX.
HavyanbHas 103a Ans cTapTa edeHunst He TpebyeTcs.

Hanbonee pacnpocTpaHeHHble MOo604YHble 3DDEKTHI
BKJ1I04aAOT 60J1b M MOKPACHEHWE B MECTE MHBEKLIMU. CornacHo
[aHHbIM FDA, K cepbe3HbIM HexenaTe/lbHbIM peaKLMsiM OTHO-
CATCS 3yM, KOXHas CbiMb M MOBbILLEHHASA YYBCTBUTENbHOCTb
K npenaparty, ogHaKo o6uuni npoduab 6€30nacHOCTU COOT-

BETCTBYET [JaHHbIM UCC/IE0BaHWUI Y B3POC/bIX NALIMEHTOB.
UcToyHuK: https:;//chemrar.ru/fda-odobrilo-
rasshirennye-pokazaniya-k-primeneniyu-ajovy-
fremanezumab-vfrm-pervogo-profilakticheskogo-
anti-cgrp-preparata-dlya-lecheniya-epizodicheskoj-
migreni-u-detej/

3aKynKa JIeKapcTB OT peAKUX 601e3Hen permoHamMmm

pe3ngeHtT Poccun Bnagumup MNyTUH noanucan 3aKoH,

KOTOpbIK NpefycMaTpuBaeT pe3epBHbIM MexaHU3m
PMHaHCUPOBaHMA Tepanuu opdaHHbIX (peaKkux) 3abonesa-
HUI. [paBUTENLCTBO CMOXET BblAENATb MEXOOKETHbIE
TpaHchepTbl POCCUMUCKUM pPErnoHam, KOTOpble He crnpas-
NIAIOTCS CaMOCTOATENIbHO ¢ GUHAHCUPOBAHMEM JleYeHUs
Takux 3aboneBaHnin. COOTBETCTBYIOLLUIA JOKYMEHT ONy6nu-
KOBaH B 6a3e HMXHeNn nanatbl NnapiaMmeHTa. 3aKoH BCTYNUT
B cuny ¢ 1 aHBapsa 2026 1.

M3meHeHua BHecnu B deaepanbHbii 3akoH «06
OCHOBax OXxpaHbl 340p0Bbs rpaxaaH B Poccuinckown
depepaunnr». MpoeKkT nonpaBok MwuH3apaB npeacrta-
Bun B 2024 1.

Kak nosichun no3gHee 3amrnaBbl MuH3gpaBa Cepren
[marones, Npu peanu3aunv MexaHu3Ma MnnaHUpyeTcs yuu-
TbiBaTb 6IO4XKETHYI0 06€eCneyeHHOCTb PeErmoHa, 06¢cTosATE b-
CTBa, KOTOPbIE MPUBEN «K TAKOMY GIOAXKETHOMY PA3BUTUIO»,
BK/llO4Yas M3MEHEHWE LieH U KONM4ecTBO nauueHToB. Kpome

Toro, 6yayT OLLEHMBATLCS YCUIUS PETMOHOB «MO HAMEPEHUIO
106pPOCOBECTHO UCMOTHWUTb A@aHHbIE MOJTHOMOYUSI».
MuH3apaB pa3paboTan NPOEKT NoNpaBoOK B deaepasb-
Hbl 3aKOH Mocsie MocTaHoBAEHUS KOHCTUTYLMOHHOMO cyaa
OT 26 ceHTab6pa 2024 r. HamBbicllas WMHCTaHUMA 06K3a-
Nla 3aKoHoaaTenen paspabotaTtb Pe3epPBHbIM MeEXaHWU3M
ana 6onee onepaTtMBHOrO NpeaocTaBfieHUs npenapaToB
6ONbHbIM peaKknMKn 3abosieBaHUAMU, €CNN PEerMoHabHbIM
BNaCTM He xBaTaeT GIKETHbIX CPEACTB Ha MX 3aKymKy.
CpeaHsia rogoBasi CTOMMOCTb Tepanuu AN OJHOro nauu-
eHTa ¢ opdaHHbIM 3aboneBaHMeEM cocTaBaseTr 2,76 MIH
py6nen, a oblasn peanmsaumns 3aKOHONPOEKTa MOXET AOCTU-
rate 6,5 Mnpa pyénen. 3t cpeactea OyayT NpefyCMOTPEHbI
B denepanbHom Groaxete MuHbMHa Poccuitckon deaepauinn
M NNaHMPOBATbCA B PaMKax NoJroToBKM NpoeKTa deaepanb-
HOro 6toyKeTa Ha COOTBETCTBYIOLWMIM KaneHAapHbln rof.
UcToyHuK: https;//gxpnews.net/2025/07/regionam-
pomogut-s-zakupkoj-lekarstv-ot-redkih-boleznej-2/

BaKLuMHaLUIO OT MEHUHIOKOKKOBOU UHDEKLIUH
MOryT BKJ/IOYUTb B HALlMOHA/IbHbIU KaJieHaapb
npoduiakTUYECKUX NPUBUBOK

enyTaTbl focaymbl NNaHUpyoT A0 KoHua 2026 r. pa3pa-

60TaTb NOMPaBKM AN9 BKJOYEHUS BaKLUHALKUKM NPOTUB
MEHUHIOKOKKOBOM MHOEKLMM B HALMOHANbHbIM KaneHaapb
npodbunakTuyecknx npusueok (HKMM). 06 atom 3asaBun
4yneH LYMCKOro KoMuTeTa Mo oxpaHe 340poBba AneKkcaHap
PymaHues (<EagnHaa Poccuar) Ha coBellaHnn no teMe Bak-
LMHONPOOUNAKTUKN MEHUHTOKOKKOBOM MHDEKL MW,

OH oTMeTun, 410 BceMunpHasa opraHunsalms 3gpaBooxpa-
HeHusa (BO3) pekomeHayeT BKAOYMUTL B HKIM natb HOBbIX
BaKLWH, Cpean KOTOPbIX MPUOPUTETHOM ABNSAETCH UMEHHO
MEHUHIOKOKKOBas. «Mbl XxoTenn 6bl B Te4eHWe 3Toro roga
NPUBECTU COOTBETCTBYIOWME 3aKOHO4ATE/NbHbIE UHULMATH-
Bbl B leNCTBUE, AN1F TOro YTOObl Mbl NMPUHANKN COOTBETCTBY-
lolwee pelleHne, 0 KOTOPOM M NPaBUTENLCTBO 3a8BNAN0», —
noa4yepKHyn PymsHues.

BaKuuHy nNpoTMB MEHWHIOKOKKOBOW WHOEKLMK, paspa-
60TaHHyI0 y4eHbiMW CaHKT-IeTepbyprcKoro Hay4Ho-mccneao-

BaTEeNbCKOro MHCTUTYTa BaKUMH M CbIBOPOTOK PeaepanbHOro
MeauKo-6uonornieckoro areHtctea (PMBA), nnaHupyloT
Ha4yaTb NpuMeHsATb B Poccun B 2027 r. Cenyvac npenapart
Haxo4MTCH Ha aTane KIMHUYECKUX UCCNELOBaAHUN, JOKYMEHTbI
Ha perMcTpaLmio BaKLMHbI NIaHUPYIOT NofaTthb K KOHLY 2025 1.
B anpene rnaBa ®PMBA BepoHuka CkBopuoBa 3asBu-
fla, 4TO BaKuuHa An9 NPOPUNaKTUKM MEHUHTOKOKKOBOW
MHPEKLNN HaxoamTea B dase | KIMHUYEeCKUX nccrefoBaHuni.
[Mpenapat UMeeT YHMKanbHbIA COCTaB, BKJIOYAKOLWNUA cepo-
Tunbl A, C, Y, W, a Takke peKOMOBUHaHTHbIA KOMMNOHEHT B,
KOTOPbIN BbI3bIBAET Tsxenbi cencuc B 30% cnyyaes 3apa-

EHUA U ABNAETCA CaMblM pacnpoCcTpaHeHHbIM B Poccuu.
UcToyHuK: https://gxpnews.net/2025/07/v-fmba-
soobshhili-kogda-v-rossii-poyavitsya-novaya-vakczina-
ot-meningokokka/https://gxpnews.net/2025/07/
vakczinacziyu-ot-meningokokkovoj-infekczii-predlozhili-
vklyuchit-v-naczkalendat/





